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1. OIIPEJE/IEHUE,
MOP®OPYHKIIMOHAJIbHBIE OCHOBbI
N NCTOPNYECKUE ACITEKTbI

1961 r. mpodeccop Sergio Dalla Volta u3 Yuu-

BepcuTeTa I. [Tagyn cooO1mI o ciayJasix aTpu-
anuzanuu npasoro xemynouka (I12K) ¢ BeipakeHHOM
JKMPOBOI M COEAMHUTEbHOTKAHHOM MH(MUABTpaLueil
€ro CTeHKU 0e3 MPU3HAKOB KOPOHAPOTEHHOTO Topa-
KeHusl. UHTepecHO, 4YTO OOWH M3 3TUX MAlUeHTOB
noxui 1o 1995 1., koraa emy cienaiu orepaluio nepe-
CalIKy Cepla BBUAY HAJIMYMS 3aCTOMHOUN CepaedyHOn
HeI0CTaTOYHOCTH. Ha mpeacTaBieHHBIX B COOTBETCT-
BYIOILICH JIUTepaType JaHHBIX ayTOIICMU BUIHA BBIpa-
xeHHas qunatanust [12K u mpakTnyeckn HopMaabHbIE
pa3MepslI JICBBIX OTIEIOB.

BHuMaHMWe KJIMHMIUCTOB K 3TOMY 3a00JI€BaHUIO
B 3HAYUTEIBLHOU CTCIICHU OBUIO IPUBIICYCHO OIIMCA-
HUEM apUTMOTIeHHOU NMCILIa3Uuy MPaBOro XXeayaouka
(ALAITXK), Bnepsble npenctaBieHHbIM F. 1. Marcus,
G. H. Fontaine u coaBT. B 1982 1. Cityyau «KUpOBOit
JIVCTUTa3UW» TIPOAHATIM3UPOBAHBI 3TUMU aBTOpPaAMM
MpyY McciiefoBaHuU 13 B3pOCHbIX OONMBHBIX, 12 U3 KO-
TOPBIX OB OTIEPUPOBAHBI, @ OIUH YMEP B Pe3yJIbTaTe
TPOMOOSMOOJUM JIETOUYHOI apTepuu U IOABEprcs
ayTOIICUITHOMY UCCJIeTOBaHUIO.

CornacHo omnpeaeneHuio BO3 (1995 r), AAITXK
XapaKTepu3YIOT Kak 3a00JieBaHKE C TOPaKEHUEM Cep-
MEYHOW MBIIIIBI, MIPOrPECCUPYIOMNM 3aMeIleHUeM
muokapaa 12K >xupoBoit U1 coeTMHUTEIbHOM TKaHbIO,
TepBOHAYATLHO C TUITMYHBIM PErHOHAIBHBIM, a M03-
K€ C IJIOOAJIbHBIM TOpPaKeHUEM IIpaBOro, a B psile
ciydaeB — U JieBoro xenynouka (JIZK) u mexckenynou-
KoBoii neperopoaku (M2XIT). Pe3annyanbHbie MUOLIM-
ThI, pa3beIUHEHHbIE AAUTIOIMTaMU 1 (POPO3HOM TKa-
HBIO, (POPMUPYIOT UICANIBHBIN CYOCTpaT JJI pa3BUTUS
PUEHTPHU XeJTYJT0YKOBBIX apUTMUI U3 TIPABOTO KeJTy-
JoJKa.

*E-mail: egolukhova@yahoo.com

AITIXK, kak npaBuio, BCTpeyaeTcsl B ABYX Bapu-
aHTax: XMPOBOW WM COEAMHUTETbHOTKAHHOW WH-
¢wrsTpanimn. B mepBoM ciydae XKHUpoBash TKaHb
JIOCTUTAET HA0Kapaa (TpaHCMypasibHasi MHGWIBTpa-
LIMST) — TP 3TOM TOJIIIMHA CTEeHKN MOXKET OBITH HOP-
MaJIbHOW WM [aXe YBEJUYEHHOU («ICeBIOTrUIep-
Tpodus»). Ilpu cMelllaHHOM BapyvaHTe CTeHKA UCTOH-
YyeHa, B psiae ciayvyaeB ¢ (hOPMMPOBAaHMEM aHEBPU3M
B TaK Ha3bIBAEMOM mpeyeoabHuKe OUCnAa3uU, OTTUCaH-
HoM G. Fontaine u F. Marcus emie B 80-X rogax, — Bbl-
BogHOM TpakTe 12K, BepxyIike 1 HUXKHEN ero CTeHKe.
[Tpu TMCTOIOTMYECKOM MCCICTOBAHUU OIPEACISICTCS
CMepTb MUOLIMTOB, WX [EreHepalus U 3aMelleHUue
(GuOPO3HOIT M KUPOBOM TKAHBIO, CKIIEPO3UPOBAHUE
SHAOKapaa. Y 2/3 OOJbHBIX MMEETCST TUCTUOLIMTapHAsT
n J1uMdonUTapHas BOCIIAIUTEIbHAS WHQUIBTPAIIUS
C oyaraMM HeKpo3a, YTO CBUIETEJIbCTBYET O TOM, UTO
B psage cnopaguueckux ciaydaeB ALK sBiustercsa da-
301 pa3BUTHS MUOKapauTa (KaKk U HEKOTOpbIe Bapu-
aHThl AuaTalMOHHOU Kapnuomuonatuu, JKMIT).
DTO 00CTOSITENILCTBO TAKXKE MOKET MpeapacriojiaraTbh
K Pa3BUTUIO WIKM TIPOTPECCUPOBAHUIO CIIOXKHBIX apUT-
MU U CEPIAEYHON HEAOCTATOYHOCTH.

K rucronaronornueckum mnpusHakam AITXK ot-
HOCSITCS CHIDKEHME 4uciaa MUOGUOPUIUII, TUIIEPTPO-
usa wnm mereHeparusl KJIETOK ¢ AMCTpodueil win
IMMKHO30M sIIIpa W TOKa3aHHBIMUA METOJAMM TMCTOXM -
MWU SIBIEHUSIMU KJIETOYHOTO arlonro3a. bosblinoe
3HAYCHHE MPHUIACTCS CTPYKTYPEe BCTABOYHBIX IHCKOB
U CapKoOIJIa3MaTUYECKOTO PEeTUKYJIyMa, MpeTeprieBa-
folleit 3HaYNTeIbHBIC M3MEHEHMsI, BO3MOXKHO, BCIIEI-
CTBUE ONpENeJECHHbIX TeHETUYECKUX MYyTalllil COOT-
BETCTBYIOILIMX OEJTKOB.

Jpyroii moTeHUMANbLHON TPUYMHON TMOean Kap-
JTIMOMUOIIMTOB SIBJISIETCST AITOTITO3, ONTMCAHHBIN U B ayTO-
TICUHBIX UCCICTOBAHUSX, U IPU U3YYCHUU SHIOMUO-
KapauanbHbix ouorncuit (OMDbB). Tak, Valente onucan
sBJieHus anonTo3a B 35% ciyuaeB ALK, ocobeHHO
BBIPAXKEHHBIX B CIyYasix ¢ HEJaBHUM JIe00TOM 3a00-
JIEBaHMSI M SIPKAM €T0 TedeHneM. B cepaiiax 00IbHBIX
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Ha TIOCJICIHUX CTagusIX 3a00JIcBaHUS TIPU ayTOIICHU
WIM TPaHCIJIAHTALIMKA OOBIYHO BBISIBIISIIOT OWBEHTPH-
KYJISIpPHOE TIOpaXkKeHue.

B 1988 . A. Nava u coaBT. UCCJIeIOBaI BapUaHThI
HacJieI0BaHMs y WIEHOB ceMbM, cTpafatoiein AJTTK.
B aror ke mepuon A. Nava, G. Thiene 1 coaBT. oruca-
M 3a00JieBaHME KaK paHee HEW3BECTHYIO IPUYMHY
BHe3aIrHoit cepreuHoii cmepTtu (BCC) y auir Mmoomo-
ro Bo3pacrta. OgHako, kak nuinyT G. Thiene, A. Nava
n E Marcus (2007), BO3MOXKXHO, TIepBOE OITMCAaHKE 3a-
OosieBaHMsT BocxonuT K kHMre Giovanni Lancisi «De
Motu Cordis et Aneurismatibus», omy0JIMKOBaHHOM
emie B 1736 . B nsitoit raBe kHuru Lancisi cooGlaeT
0 ceMbe C MpU3HAKaMU 3a00JIeBaHUSI, TIPOCIIEKIBAIO-
IIMMUCS B YeThIpeX MokoneHusx. K atum kinHuvec-
KM TIPOSIBJICHUSIM OTHOCHJIMCH CepAllcOMeHNe, TIPHU-
3HAKM CEePAEYHON HEIOCTaTOYHOCTU, IUIaTaIlvs
u a"eBpusMa IT2K, ciyyau BCC B cembe. Takum obpa-
30M, 3a00JIeBaHNE HE SIBJISIETCS] HOBBIM, HO OHO JIUIITh
CPaBHUTEJIBLHO HEIAaBHO IMOABEPIJIOCH CHCTEMATHIEC-
KOMY MCCJICTOBAaHUIO W OTIMCAHUIO.

Mopgonoecuneckue npusmaku 3abosesanus ObLIA
cucrematuzupoBanbl G. Thiene u coaBT., KOTOpbIe,
usyyas ciydan BCC B paHHEM U IOHOIIIECKOM BO3pac-
Te B pernoHe BeHeTo, OOHAPYXWMIN TIPU3HAKU 3TOTO
3a00JieBaHUsI y OOJIbIIOrO YMCjia BHE3AIMHO YMEPILIUX
MOJIOIBIX ITAIIMEHTOB, IO YacTOTE OHO YCTYHajo
nepBoe Mecto Jmiib MBC. OHu ke omnucanu ABa Ba-
puanta AJITTXK: ¢ mpermyliecTBEHHO XUPOBOW WU
COCIMHUTETLHOTKAHHOM MH(PUIbTPALINEId.

[lepBEIc B Hallei cTpaHe M OJHU U3 TICPBBIX B MUAPE
TUCTOJIOTUIECKIE U YIBTPACTPYKTYPHBIEC OITMCAHMST OMO-
rncuii Muokapaa y 6oabHbix ¢ AJITTXK Oblin cnenaHbl
B HIICCX mm. A. H. Bakynesa PAMH mion pykoBozacT-
BoM 1ipod. JI. A. Bokepusi, KOTOpbIii BBITTOJIHWJI ITEPBbIE
oIepamy Ha OTKPBITOM CEPMIIIe IO TTOBOAY CIIOXKHBIX
JKeJTYAIOYKOBBIX apUTMMI y 3TUX OONbHBIX (puc. 1-3).
B aTux 1 6osee Mo3aHUX UCCIEA0BAHUSIX SHIOMUOKAP-
TAATbHBIX OMOIICHIT OBLIM BBISBICHBI SIBJICHUS KUPO-
BOWl WHOWIBTpAIINK, HApYIICHWS HENPEPHIBHOCTU
MHUOKapAWaIbHOTO CHHIIMTHUS, AWIaTalus IIUCTePH
CapKOIUIa3MaTHYECKOTO PETUKYJIyMa, BHYTPUKIICTOU-
HBbIC BKITIOYCHUS XXMPOBBIX Karejdb U aHOMaJUK BCTa-
BOYHBIX ICKOB — CHIDKEHHE YKCJIa JECMOCOM U YBEJTH-
YeHNe WX IJIMHBI, M3MEHEHHE OKPacK! IECMOCOM,
M3MEHEHHbIe, MaJIbIX pa3MepOB KOHTAKThl WM XK€ MX
pacmmperue. SIBISIOTCS I 9TH W3MEHEHUS TTePBBIMU
NpU3HaKaMy 3a00JiIeBaHMSI, B TOM YHUCIIE MPU OTCYTCT-
BUM MaHM(pECTUPYIOIINX ITPU3HAKOB 3a00JICBAHMS, —
OCTaeTCsI 10 HACTOSIILIETO BPEMEHU HEU3BECTHBIM.

Monekynsipuble reHeTuku onpeaensitor AITTK
KaK ceMeliHoe 3abosieBaHMeE, BBI3BAHHOE MyTallMei
TEeHOB, KOIWPYIOIINX MPOTEUHBI KJICTOYHOTO COCIM-
HEHMSI, YTO TIPUBOIUT K CICAYIOIINM M3MECHEHUSIM.

1. HapyumieHue KJ€TOYHOM aAare3nuu co crielugpu-
YEeCKUMU HMMMYHOXMMHMYECKUMU W YJIBTPaCTPYKTyp-

HBIMU HapylieHUSIMHU. [eHeTUIeCcKre OCHOBBI — 3TO
MOHOTeHHOe 3a0oJieBaHMe (FeHeTUYeCcKasl TeTeporeH-
HOCTb C PeIKMMU BapUaLIMSIMI) C ayTOCOMHBIMU U pe-
LIECCMBHBIMM (hOpMaMM HacJeoOBaHUSI, CBI3aHHBIMU
¢ nedekTaMy TeHOB, KOAMPYIOIINX TTPOTEUHBI JECMO-
COM BCTAaBOYHBIX AMCKOB — ILIAKOIJIOOMHA, IECMO-
IUTAKWHA, TUIaKO(MWINHA, TeCMOTIEMHA M JIeCMOKOJT-
JIMHA. DTU TIPEACTABICHUS OOBSIICHSIOT, IT0YEMY 3TO
3a00J1eBaHME B HACTOSIIIIEE BpEMSI MOJYUMJI0 Ha3BaHUE
decmocomuoil Kapouomuonamuu. CeTOTHS OIMMICAHBI
Mo KpaitHeit Mepe 7 MopakeHHBIX TeHOB, 00YCIOBIN-
BaIOIINX pa3BUTHeE 3a0o0eBaHus. [ToMrnMo reHeTyec-
KMX MyTalluil BaXKHYIO poJib B popmupoBanuu AJTTK
MOTYT WTPaTh U Apyrue (pakTopbl, B TOM YKCIIE AeTe-
HepaTUBHbIC, MHOEKIMOHHbIE WM BOCHAIUTEJBT-
HBIE, a TAKXKE OCOOCHHOCTH, CBSI3aHHbBIC C Pa3BUTHEM
KJIETOYHOTO amonTo3a M TpaHcauddepeHInpoBKOIi
KapInoMuonuToB. IlepeyncieHHbBIE OCOOEHHOCTH
MOTYT SIBJISITbCSI MIPUIMHOMN WJIM BHOCUTD OIIPEICICH-
HbII BKJIaA, MOAUGULUPYIOUIMI 3KCIIPECCUI0 TeHOB

Puc. 1. ApuTMoreHHasi 30Ha paBoOro XXeayaouka 00jb-
Hoii 3. ZKupoBast nHGUABTpalMs UHTEPCTULIUST (OKpac-
Ka TeMaTOKCUJIMHOM U 903UHOM)

Puc. 2. AputMoreHHasi 30Ha JIGBOTO KeJIyaouka 0oJib-
Hoil P. ¢ mmmomaTuyecKUMU KeTyTOUYKOBBIMU apHT-
mussMu. 2ZKrpoBast UHOUIBTpals UHTePCTULIMS (OKpac-
Ka TeMaTOKCUJIMHOM U 203MHOM)



JIEKLUNN 7

Puc. 3. Anmontnyeckue n3aMeHeHNS B MHOKapae OOJIbHBIX C KEITyJOYKOBBIMU apUTMUAMMN:

a — ariornTuyeckasl JereHepauus B KapIMOMUOLMTAX HAa CBETOBOM YPOBHE; MOJYTOHKMIT cpe3 (OKpacka reMaTOKCUJIMHOM U 303UHOM);
0 — IBa KapAMOMUOLIUTA, Pa3/ieIeHHbIE BCTABOUHBIM AUCKOM; B OTHOI KJIETKE BUIHBI MHOXECTBEHHBIE MEIKINE MUTOXOHIAPUY MEXIY MUO-
GbubpuiIamMu, B IpYroit — anonTUYECKue Tesla, OKPY>KEHHbIE MEMOpaHaMU; 6 — arloNTUYECKUE TeJla BHYTPU KapAMOMUOLIUTA; e — (hparMeHT
KapAMOMHUOLINTA C arMoNTUYECKMMU M3MEHEHMSIMU BO BHEKJIETOYHOM mpoctpaHcTBe; All — amonmTtuueckas nereHepauusi; 1 — sapo;
AT — anontrueckue tesia; M — mutoxouapun; M® — muodubdpusuier; BJI — BCTaBOUHBIN TUCK
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W TIPUBOJISIININ K Pa3BUTUIO COOTBETCTBYIOLIETO KJTU-
Hu4eckoro peHotumna. [Tomumo 3amelieHUsT MUOKap-
Jla XUpoBO U (HUOPO3HON TKAaHBIO B CyO3NMMKapAU-
anpHON obsacth, Hepeako, B 60—70% cnyyaes,
BCTpPEYAIOTCS MPU3HAKU BOCTATUTEIbHOW WHOMWIBT-
pauuu. Takum 0O6pa3oM, Hellb3sl UCKIIOUUTh TOT0, YTO
B psine ciydaeB ALK siBisieTcs ciencTBueM nepeHe-
CEHHOTO MUOKapauTa. Tak, B HEKOTOPBIX MCCIIeI0Ba-
HUSIX MOKa3aHO HaJIUMYMe 3HTEPOBUPYCHOTO TeHOMa
B Muokapae 6oibHbIX ¢ AJITTK (Heim, 1997), npuyem
HEKOTOpPbI€ MALIMEHTbl UMEIU TaKXke OCJIOXKHEHHbII
ceMeliHblii aHaMHe3. TakuM oOpa3oMm, BUPYCHbIN
MUOKAPIUT MOXET SIBJISIThCS KaK HEIMOCPEACTBEHHOM
MPUYUHON TMOBPEXAECHUS KapAUOMUOLUTOB, pas-
BUTHUS afoITo3a, 3aMeIeHUil KapIUOMUOIIMTOB
u ¢dopmupoBanust AIITXK, Tak u crocobcTBOBAThH
ee dopmupoBaHuoo. B mocienHem ciiygae mMeeT
MECTO TPOILECC CIOXHOIO B3aMMONEUCTBUS TeHOMa
¥ «BHEHTHUX» (DaKTOPOB, KOTMA OIpene/ieHHBIC TeHe-
TUYECKUE NedEeKThl CTAHOBSITCS OTBETCTBEHHBIMHU 3a
MOBBIIIICHHYI0 WHANBUAYAJIBHYIO ITOABEPXKEHHOCTH
BO3IEHCTBUIO BUPYCOB. Tak, Mogo0OHbIe 0COOEHHOCTH,
CBSI3aHHBIC C TTOBBIIICHHOM 3KCIIPECCHE pelienITOPOB
K Bupycam Kokcaku M ageHOBUpycaM, OINucaHa
y OosbHbix ¢ HKMII. TeHeTuueckue aHOMaIuu
MMMYHHOI'O OTBETa MOTYT 3HAUUTEJIbHO U3MEHSITh Te-
yeHue 3a00JIeBaHUS B Cllydyae BUPYCHOTO MHOULIMPO-
BaHMs. Kpome Toro, reHeTHYeCKM M3MEHEHHAs CTPYK-
Typa 0eKOB KapAUOMUOILIMTOB MOXET MPeICTaBIIsITh
CaMOCTOSTEJIbHYI0O MUIIECHDb IJISI JEHCTBUSI BUPYCOB,
KOTOpbIe, TAKMM 00pa3oM, 0OYCJIOBIUBAIOT MPOrpec-
CHpOBaHUE 3a00JICBaHMUSI.

2. PemonenupoBaHue BCTaBOYHBIX JUCKOB C pac-
IMUPEHNEM MEXKIETOUYHOTO IIPOCTPAaHCTBA C aHO-
MaJIbHBIMUA J€CMOCOMaMU MOXKET BbI3BaThb KacKaj
COOBITHI, BKITIOUAOIIINX AITOIITO3, XXUPOBYIO U COCIM -
HUTEJbHOTKAHHYI0 WHOUIBTpaIlUI0 U 3JeKTpUyec-
KYI0 HECTAOUJIbHOCTD.

3. B psinme ciydaeB B Ipoliecc BOBIEKAETCS JIEBBII
KeJyAoYeK, UYTO MEHSET TPAAULIMOHHbBIE TTPEACTaBIe-
Hus 06 AJITTK kak o 3a001eBaHUM, OTHOCSIIIEMCST C-
KatouuTenbHo K TT2K.

B HacTosee BpemMs apceHall CpeACTB AUAarHOCTH-
ku u jedeHusi AITTXK cyliecTBeHHO pacluMpUIcs
u BkmouaeT MPT, anekTpoaHaToMuyeckKoe KapTUpo-
BaHUE, MCMOJb30BaHUE UMILIAHTUPYEMbBIX YCTPOWUCTB
U Ipyrue BO3MOXHOCTH. Bce 3TO mO3BOMMIIO JOCTUYD
OIpeNeJICHHBIX YCIIEXOB B INMOHUMAaHUM U JICUCHUU
JTAaHHOTO 3a00J1eBaHUS.

2. TEHETUYECKHUE ACITEKTBI AAITXK

B HacTosiliee Bpemsi omucaHa rpyrnrna Kapauo-
MUOIIaTUI, 0OYCIOBIEHHBIX MyTallMeli T€HOB, KOO~
pylolmx 0ejKu, obecrneyrBalole aaekKBaTHbIe MeX-
KJIETOYHbIE€ CBSI3U, <«OTBETCTBEHHbIE» 3a IJIOTHOCTD

MEXKJIETOUHBIX COeIMHEHUI 1 KPeTIJIEHUS JECMOCOM
K MUOLIMTY. DTU 3a00JieBaHUs TIOJYUYMIM Ha3BaHUE
«KapouoOMuoOnamuil MedxdcKkAemouHbvlX KOHMAKMO8»,
MMpuYeM pas3idyHble BapMaHTHl BBIIICYKa3aHHBIX
MyTalluil omnpeaensoT (PeHOTUNMUUYECKHEe BapUaHThI
ALK unn JKMII, ¢ nmopaxkeHueM BOJOC U KOXU
wim 6e3 TakoBbIX. O0KMMU ocodbeHHocTaMu KMIT,
CBSI3aHHBIX C HAPYIICHUSIMU MEXKIETOUHBIX KOHTAK-
TOB, SIBJISIOTCSI BBICOKAsl YacTOTa Pa3BUTHUSI CUHKOIIE,
KETYyTOYKOBBIX ApUTMUW W BHE3AITHOU CEpIeYHON
cmeptu. [lpeamnonaraercsi, 4To HapylIeHUE MeEXKJIe-
TOYHOU aare3nuu (popMHUpyeT MEXaHUUSCKHE HapyIle-
HUSI MEXKJIETOUYHBIX KOHTAaKTOB U aHATOMUYECKUIA
cyOcTpaT pa3BUTHS XKeJ1yI0UYKOBBIX apUTMUIA TTO Mexa-
HU3MY prueHTpU. TakuM oO6pa3oM, aHOMaIbHbIE MeXa-
HUYECKMEe MEXKJIETOUHBIE CBSI3U BBI3BIBAIOT PEMOjIE-
JIMPOBAaHME MEXKJICTOYHBIX KOHTAKTOB, KOTOpPHIE
B CBOIO oYepeb BbI3bIBAIOT HApylLIEHHE MPOBEACHMUS
1 TaKUM 00pa3oM CITOCOOCTBYIOT pa3BUTHIO (haTajib-
HbIX apUTMUH.

JleiiCTBUTEIbHO, C TIO3ULINI 3IeKTPOPU3NOIOTUN
MMOKAap/ He SIBJISIeTCS OMHOPOAHBIM 3JIEKTPUUYECKUM
cuHuuTeM. CIIOXHBIE IIPOLECCHI 3JEKTPUICCKOM
aKTHUBALMU CepJlia CBSI3aHbl C XapaKTePOM MeXKJIe-
TOYHOTO MPOBEACHUS B 001aCTU MEXKIETOYHBIX KOH-
TaKTOB, HMEIIINX OIpeleJeHHbIe CTPYKTypHBIE,
(yHKIIMOHAIbHBIE U MPOCTPAHCTBEHHbIE B3aUMOOT-
HomeHusl. KapauoMuomuTsl coeIMHEHbI OTPOMHBIM
KOJIMYECTBOM MEXKJIETOUYHBIX COEIUHEHUI, BbI-
MMOJTHSIOIINX CIelMaIbHble (DYHKINHU, B TOM YHUCIE
KOHTpaKTUJIbHbIE U 3JIeKTpodUunogsoruyeckre. Beu-
Iy HaJIMIKST KOHTPAKTWIBHON (DYHKIIMU KapaIuOMMUO-
LIMTHI HY>KIAI0TCS B 00JIee CUIbHBIX KOHTAKTaX, HeXe-
JIM IpyTHEe OPTaHBI, HEe 00JIamaolIre COKPaTUTSIHHOM
cnocobHocThi0. TakuMm o0pa3oM, He YAUBUTEIBHO,
YTO JUISI BBITIOJIHEHUS BCeX 3TUX (YHKUIMI (hOpMUPY-
JOTCS TaK Ha3bIBaeMble BCTABOUHBIC TUCKU, JIETKO OIl-
penensieMble Mpu MPOBEAEHUU CBETOBOW MMKPOCKO-
MUY, DTU COCAUHEHUS BBIMOJHSIIOT POJIb MOCTUKOB,
COCMHSIONIMX (PUJTAMEHThl aKTUHA C capKoMepaMu
OKPYKAMOIINUX KIETOK. MEeXKIeTOUYHBIe KOHTAKTHI,
COEMHSIONIME KapAMOMUOLIMTHI XeTyJ0UKOB cepaLia,
WMEIOT 3HAYUTEIbHBIN 00beM — OAWMH M3 Hambojee
3HAUYUMMBIX B XHUBBIX cucTeMax. COOTBETCTBEHHO,
71T 00eCTIeYeHNST HOPMAJTBHBIX 3JIEKTPOMU3NOIOTH -
YyecKuX (PYHKLMI U TTpOBEIEHUS BO30YKIEHUST HEOO-
XOOVMO HaJIMIME MHOXECTBa KOHTAKTOB M KaHAJIOB
C HU3KUM compoTuBieHueM. B To xe BpeMs1 o0nacThb
MeMOpaHbl, coAepxKalllasi MeXKJEeTOUYHbIE COeIuHEe-
HUsl, SIBJSETCS PUTUAHOM M3-32 BBHICOKOTO COmepKa-
HUSl Oesika; 3TU 30HbI MOABEPKEHbI 3HAUUTEILHOMY
MEXaHMYEeCKOMY CTPECCY.

CyllecTByeT TuIoTe3a, aBTOPOM KOTOPOI SIBJISIET-
cs J. Saffitz (2007), o cyliecTBOBaHUHU OMIPEaeICHHBIX
CBS3€l MeXIy KOHTPAKTWJIbHOW M 3JeKTPUYECKON
muchyHkineii. CooTBETCTBYIOIINE TeHETHYCCKUE
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IedeKThI MOTYT IIPUBOIUTD K HECTAOMITEHBIM MEXaH! -
YECKUM MEXKJIETOUHBIM KOHTaKTaM M pa300IleHUI0
MEXKKJICTOYHBIX COCIMHECHUI M KapIMOMHOIIMTOB.
[TonoOHbIE aHOMAJIbHBIE MEXaHUYECKHUE COEAUHEHUS
MOTYT OOYCIIOBJIMBATh pa3UIHBIC MEXaHUYEeCKHE
nedopmal, MPUBOISIIIME B CBOIO Ouyepenb K IO-
BPEXKICHNIO KapIMOMHOLIMTOB, PEMOIEINPOBAHUIO
TKaHel, a TTo3Xe — 1 K KOHTPAKTWIbHON TNChHYHKIINT
u (opmupoBaHuio KapauonaTtuii. Kpome toro, aHo-
MaJIbHbIC MEXaHUYECKHNE CBSI3M MOTYT IeCTaOMIN3M-
poOBaTh CapKOJEMMY COCEIHUX KJIETOK, YTO BHOCHUT
CBOI1 BKJIaI B (popMUpOBaHNE 3aMEIJICHHOTO ITPOBE-
nenust, aputmuii 1 BCC. Tak, y 60JbHBIX ¢ 00JIE3HBIO
Naxos (KapAWOKYTaHHBII CHUHIPOM, BKJIIOUAIOLINI
TpUagy MPU3HAKOB — AedOpMallii0 BOJIOCSHOTO IIO-
KpOBa 0 TUITY «lIepCcTu», KepaTonepmuio u AITTXK),
aCCOLMMPOBAHHOI ¢ BbICOKOI yacToToit BCC, BBISIB-
JIeHa pelecCHBHas MyTalldsl TeHa, KOIMPYIOIIEero
wrakoraoouH. CoOTBETCTBEHHO, MPHU TPOBEACHUM
MMMYHOXVMMWYECKOTO aHa/In3a OBIJIO BBISIBJICHO 3Ha-
YUTEIbHOE CHIDKCHNE IUIAKOITTIOOMHA BO BCTABOUHBIX
JMCKaxX MPaBoro U JIEBOTo XKeIyI0YKOoB. 3aboieBaHue
BriepBbie onucaHo B 1986 . N. Protonotarios y 60b-
HOTO ¢ rpeyeckoro octposa Hakcoc, aHajoruyHbie
cIyJau TIpelICTaBICHBI MCCIemoBaTesiMu u3 Typumm,
H3zpauns, Caynosckoii ApaBun, Uuaum u DxBagopa.
Eime omHOI HaxXomKoO# SIBUJIOCH CYIIECTBEHHOE CHU-
JKEHME JIPYTroro BaXkKHEHIero 6eyska MeXKIETOYHOTO
COeIMHEeHUs] — KOHHeKCHMHa-43, BKJouas Jaxe Te
cIy4ad, Korja 3adoJieBaHMe IpoTeKaio 6e3 MaHudec-
TUPYIOIINX TPOSIBIICHWIA M OWarHo3 ObLI IOCTaBJICH
TOJIbKO Ha BCKPHITUU. DTH e aBTOPHI OIKICAIN Bapy-
AQHTBl U3MEHEHUST MEXKJIETOUHBIX COCAMHEHUI U CO-
OTBETCTBYIOIIIMX OEJKOB W IIPpW APYroM BHUAC Kap-
nuornatuii — cuHapome Carvajal, KapauOKyTaHHOM
CHHApPOME C pa3BuTHeM UM Y3HON KapauomaTUHN
U HapylIeHW# putMa cepaua. B naHHOM cityyae oOHa-
pyXeHa TeHeTh4ecKasi MyTalusi, CBsI3aHHas C JeCMO-
IUIAKUHOM, C COOTBETCTBYIOLUMMU M3MEHEHUSIMU BO
BCTaBOYHBIX IVMCKaX.

B Hacrosiiiee BpeMsi 0OHapy>KeHbI TPU TPYMIIbI T'e-
HOB, CBsI3aHHBIX ¢ pa3BuTueM AJITT2K, — reHbl, Koau-
pylolllie pUaHOMWHOBBLIC perenTopbl (RyRZ2); TeHHI,
Koaupywomue gaktop pocta — TGF-beta 3; u HaKOHell,
TeHBI, KOOWPYIOIINE IPOTEMHBI MEXKJICTOYHOIO CO-
eauHeHust (rakoraooun — JUP, pecMmoriakuH —
DSP, mnakopunuH-2 — PKP-2, necMOTJIenH-2 —
DSG-2 n pecmokomnuH-2 — DSC-2). MyTtaium 3Tux
TEHOB IIPUBOMISIT K pa3BUTUIO ITATOTCHETMYECKIX MEXa-
HU3MOB, COCTaBJSIONIMX CYyTh JAHHOTO 3aboJieBa-
HUSI, — B TOM YHCJIe THOEIb MUOLINTOB, COIPOBOXKIAe-
Mylo atpodueil MMoKapaa C IMOCICAYIOIIUM 3aMellie-
HUEM XHPOBOU M COeAMHUTENIbHOM TKaHbo. [Ipn 3ToM
npuurHbl AIIT2K reHeTM4ecKu reTeporeHHbI.

B cepusx reHeTWYECKMX MCCIIEIOBAHUI OOJBHBIX
¢ AJITTXK, BbINMOJHEHHBIX pa3IUYHBIMU aBTOpaMM,

MYTallUM WM3BECTHBIX T'C€HOB BBHISIBICHBI TIPUMEPHO
B 50% cnydaeB. Takum o0Opa3oM, McCCIIeIOBaHUS,
HaIlpaBJICHHbIE Ha ITOMCKM BO3MOXKHBIX aHOMAJIWii
JIIPYTUX T€HOB, HOJIKHBI OBITh MPOAOKEeHBI. [eHeTH-
yeckuit aHanu3 cemeit ¢ AJTTXK BbissBUI Haliudue
mytauuu RyR2 B 28% cnydaeB, TGF- beta 3 — B 4%
Y TeHHble aHOMAJIMU MIPOTEUHOB JeCMOCOM — B 68%
CITy4yaesB.

1. Mytauuu RyR2 BBI3bIBAIOT WHAYLUPYEMYIO
Harpy3koit mosumopdpHyo XKT, accouuupyemyio
¢ nerkum nopaxkeHuem IT2K unm gaxke oTcyTcTBUEM
CTPYKTYPHBIX €T0 aHOMaJuil. RyR2-penenTophl CBSI-
3aHbl C BBICBOOOXIEHUEM KaJblIMsI B capKoIlia3Ma-
TUYECKOM pETUKyJIyMe. MyTranuu TeHa IPUBOISIT
K HapylIeHUIO0 (YHKIIMUA COOTBETCTBYIOIIMX pelell-
TOPOB U B pe3ysibTaTe — K BHYTPUKIJIETOYHOU Tepe-
Ipy3Ke MOHAMU KaJbIUsI, KOTOPasi MOXET BbI3BIBATh
KJIETOYHBIE TIOBPEXACHUSI, TIPUBOSIINAE K allONTO3y
M 3JICKTPUICCKON HECTaOMJIBHOCTH, OOYCIOBICHHOM
(bopMupoBaHHEM TOTEHIIMAIOB IOCTACMOISIPHU3a-
mun. KeaymodKoBBIE HapyIIeHUS PUTMa OOBIYHO
MPOBOLUPYIOTCS (DU3MUYECKON HArpy3Koiul, mpu 3TOM
YCC, mpu xotopoii popmupyercsa KT, moxeT co-
craBiasiTh okosno 100 yn/MUH — Takue MalMeHTBI
TIPEACTABISIIOT HAUOOJNBIINI PUCK, TTOCKOJBKY TIO-
nooHass YCC ouyeHb 4acTo BCTpeyaeTcss B OObIIEHHOM
XU3HU. OLIYTUMBINA MPEeBEHTUBHBIA 3(PdEKT B 3TUX
ciayyasix OObIYHO JOCTUTaeTcsl Ha3HaueHueM [3-0J10-
KaTOpOB.

2. AIITTK, oOycrnoBieHHass MyTalUsIMUA TIPOTEU-
HOB MEXKJIETOYHOTO COeTMHEHUSI. DTH ITPOTEUHBI JIO-
KaJIM3YIOTCS B 00JIaCTU MEXKKIIETOYHBIX COCIUMHEHUI,
KOTOPBIMUA M300UJIYIOT 3MUIAEPMUC U CepAeyHas
MBIIIIA, ¥ UTPAIOT BaXKHYIO POJIb B (hOPMUPOBAHUM
JK€CTKOCTH M TUIOTHOCTU COOTBETCTBYIOIIUX KJIETOYU-
HBIX MAaCCHBOB.

Bapuantel, oOycnoBiaeHHbIe aHOManusMu DSP,
PKP-2, DSG-2u DSC-2, B OCHOBHOM CB$I3aHbI C ayTO-
COMHO-AOMMHAHTHBIMU Turiamu AJTTXK; anomanuun
JUP uMeloT peliecCuBHBIE BapUMaHThl HAacCJIed0BaHUS,
X KIMHAYECKUI (DEHOTUI CBA3aH TaKXKe C Mopake-
HHMEM KOXU Y BOJIOCSTHOTO ITOKPOBA.

DT BapruaHTBI MyTalldii HanboJIee YacTo BCTpeda-
torcs nipu AJITTK — ot 41 mo 68%. IlpudeM Kaxmblii
KOHKPETHBI BapUaHT XapaKTepU3yeTcsl pa3HOI dac-
ToToii aHoManuii Ha DKI, cremeHbl0 BOBJICUECHUS
I2K, BcTpeyaeMOCThIO 3KCTpaKapaHaJIbHBIX aHOMa-
JIVIA, BUAOB apUTMUI U BApUAHTOB MX JIEYEHUS (B TOM
yuciie HeobxoauMocTbhio ucroab3doBaHust MKBJL),
a takke puckom passutus BCC. Tak, AIITXK, acco-
Huupyemasi ¢ Mytaumsimu reHa DSP, xapaktepusyeTcsi
BeicoKo# 4vactoToii BCC Kak mepBOro IMposiBICHUS
3a00J1eBaHUS.

3. Myrauuu reHa TGF-beta 3 ommcaHbl y He-
6onpioro (okojio 4% ciaydaeB) 4yMciaa OOJBHBIX
¢ AATTXK.

AHHAJIBI APUTMOJIOM N, Ne 3, 2008
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Ien TGF-beta 3 OTHOCUTCS K ceMeHCTBY (DaKTOPOB
pocTa — OOJIBIIION TPYIINE PETYISITOPHBIX IIMTOKUHOB,
UTPAIOIINX BaXXHEHIIYI0 pOJIb B Pa3BUTHU TKaHEH
¥ noaaepxaHuu remocrtasa. TGF- beta 3 in vivo BbI3bI-
BaeT NMpojudepalnio COeNMHUTEbHOM TKAHU 3a CYET
pacIIMpeHHON 3KCIPECCUU T€HOB 3KCTPalle/UTIONSIP-
HOTO MaTp¥Kca W IONABJICHUS APYTUX TeHOB, B YacT-
HOCTH MaTPUIHBIX METaJUIONPOTENHA3, BKIIOYCHHBIX
B Mpollecc Aerpagalydu 3KCTpale/UTIONSPHOTO MaT-
pukca. COOTBETCTBEHHO MOXHO ITPEATIONIOXUTH, YTO
myTtauuu TGF-beta 3 moryt mpenpacriojiaraTh K pas-
BUTUI0O MUOKapAuaabHOro (hubpo3a. 3HaAHWE TeHO-
TUMWYECKUX M (HEHOTUIIMYECKUX KOPPESIUA MOo3-
BOJISIET TPABUJIBHO OIICHWUTh BapUaHTBl TEUCHUS
3a00JIeBaHUSI, CTICKTP €r0 KIMHUYECKUX TTPOSIBIICHUI,
a TakXe CTereHb 2JIEKTPUYECKON HeCTaOMJIbHOCTU
1 MecTo auarHoctTudeckux Metoank — DKI, SA-DOKT,
OxoKI, MPT.

Ecim mpuHATH, YTO YacTOTa BCTPEYAeMOCTH
AJIITX cocrasister ot 1:5000 mo 6:10 000 n gaxke mo
44:10 000 (B psoe cpeamM3eMHOMOPCKHUX CTpaH),
TO YHMCJIO OOHApYXXKEHHBbIX HOCUTENEH TeHEeTUYECKUX
MyTaluii 0e3 kinHu4Yeckux npusHakoB AITIK wimn
C MSITKMMU UX TIPOSIBICHUSIMM (TaK Ha3bIBaeMble 3110-
pOBBIE HOCHUTEIN) CYIIECTBEHHO HEIOOIICHUBACTCS
(mo kpaiiHeit Mepe, okosio 50%). B To Xe Bpemsi reHe-
TAYECKHWI aHaJIN3 ITO3BOJISIET BBIABISATH CHMITTOMA-
TUYHBIX HOCUTEJICH Ha paHHUX CTaausIX 3a00eBaHus.

Takum 00pa3oM, COOTBETCTBYIOIIME TEHOTUITUYEC-
K1e 1 (heHOTUITMUECKHE KOPPEIISTH XapaKTePU3YIOTCS
IIUPOKUM KIIMHUYECKUM CIeKTpoM. HekoTopsle 310-
POBBIC HOCHUTEIM HE MMEIOT MPaKTUICCKN HUKAKMX
CUMIITOMOB 3200JIeBaHUsI, B TOM YMCJIE U XKEJTyI0UKO-
BBIX apUTMUIl, CUHKOITAJIBHBIX SIIM30I0B, CIIydacB
BCC B ceMbe. AHaMHECTUYECKME TaHHbIE CBUIETEb-
CTBYIOT O TOM, 9TO 3a00JIeBaHME PEIKO MaHUMECTUPY-
er 70 10 neT; OOJBIIMHCTBO NAlIEHTOB HAYMHAIOT
MIPEAbSBIISATh COOTBETCTBYIOIINE XKaJIOOBI B BO3pacTe
ot 10 mo 20 net. BCC HauboJjiee yacTto BCTpevyaeTcs
B paHee HEIMAarHOCTMPOBAHHBIX CIIyYassX M PEOKO —
y OOJIBHBIX C YCTAaHOBJIEHHBIM IUAaTHO30M; CJIy4an pa3-
BUTHUS 3aCTOMHOU CEepAEYHOU HENOCTATOUHOCTU PEl-
ku. CreneHp BBIPAXKEHHOCTU apUTMOTCHHOTO CHHII-
poMa TpyAHO mpenckaszaTb. Hamuuwe 310pOBBIX
HOCHUTeJIeli MYTHPOBAaHHBIX T€HOB 3aCTaBIIsICT IIepe-
CMOTpPETh TMArHOCTUYECKUE KPUTEPUU, MPEIIOXKEeH-
Hble B 1994 1, B mepuom, Korga reHeTUIeCKHe UCCe-
pmoBaHus nipu AJIITXK mnpaktuyecku He ObLIA
TpeacTaBiieHbl. Tak, HAIMYKME TCHETHUECKUX MyTalliit
MOKHO paccMaTpUBaTh KakK «OOJIbIION KPUTEPUIA» 3a-
OoJieBaHUS.

B 10 Xe BpeMs y OOJIBHBIX C KITMHUISCKUMU MPO-
SIBJICHUSIMU 3a00JIcBaHUSI TEHETUYECKUI aHaIu3 He
MEHsSICT BapuUaHTHI JICUCHHS, IMOAXOIBl K KOTOPOMY
CBSI3aHBI C KJIMHWYECKUMU MPOSIBICHUSIMU U CTeTe-
HBIO 3JICKTPUIECKON HeCTaOMIbHOCTH.

3. KINMHNYECKHUE BAPUAHTDI.
KINHNKO-NHCTPYMEHTAJIBHBIE JAHHBIE.
JUATHOCTUYECKHUE KPUTEPUN

HanomHuMm, 4to TmiepBOe OInucaHue cepuu 00Jb-
HBIX, TTIosiBUBIIeecs B 80-X rogax, BKJIIOYAJIO MallMeH-
TOB TIPEUMYIIIECTBEHHO MYXKCKOTO T10J1a, OOJBIITNHCT-
BO M3 KOTOPBIX CTPagaao CHUMIITOMATUYHBIMU KEJTy-
noykoBbiMU aputMusamMu (2KA). BospactHoii pazdopoc
OBUI JOCTaTOYHO BEMUK — OT 13 mo 59 iet, omHAako
HauboJyiee TUIMUYHBIM ObLIO MOSIBJEHUE CUMITOMOB
Ha 4-M OecATwieTny Xu3Hu. EcTecTBeHHO, YTO BHU-
MaHH€ aBTOPOB, MPEICTAaBUBILIMX IEPBOE OMMUCaHUE,
OBLJIO COCPEIOTOUEHO Ha JIOCTYITHBIX B TO BPEMST METO-
nax uccienoBaHus. Tak, HanOojee YacToil HaXOIKOM
Ha OKI sgBnstace uueepcus 60oaHbt T B TPYIHBIX
oTtBefieHUsIX (85% OOJbHBIX), MOTHAS WU HETOoJIHAs
0JI0Kaga TpaBOi HOXKKM ITydKa [¥ca ¥ BOJIHBI «ITOCT-
SK3WTAllM» — TaK Ha3bIBacMble SIICUJIOH-BOJHEI,
ornpeaesieMble TakXKe KaK IO3IHWE IOTEeHIIMaIbI
XeaynoukoB mpu mnpoBemeHun DKI BbIcOKoro pas-
pewrenus (ODKIT BP) mpumepHo y 30% OGOJBHBIX.
BonbMHCTBO 00MbHBIX — 0K010 90% — crpamanu
JKEJIyTOYKOBBIMU apUTMUSIMHU, nMermumMu Ha DKI
Mopdosoruto OJ0Kaabl JIEeBOM HOXKM mydka Iuca
U UCXOMSIIMMM M3 TIPABOTO Xejymodyka. B 0o0jb-
IIUHCTBE ciayvaeB KA ymaBajaoch MHIYLIMPOBATh TP
npoBeaeHun IOU. Yavmpaszeykoeoe uccaedosanue
B IBYXMEPHOM pEXXMMeE YIaJIOCh ITPOBECTU TIPUMEPHO
y 1/3 GONBHBIX, IpUYEM B OOJIBIITNHCTBE CIyYacB ObI-
JI0 oOHapyKeHo yBenaundyeHue pazmepon [12K u aHoma-
JINU OBIDKEHUS ero cTeHOK. [1pu aneuoepaguu ynamoch
oOHapykuTh yBenaudenue 12K, aHomanuu nBUKeHUS
ero creHoK. Mopdosiornyeckre aHoMaauu ObLIY TTOA-
TBEPXIACHBI MPU HEIMOCPEACTBEHHON BH3yaau3alluu
IIPUMEPHO B TTOJIOBUHE BCEX OMMCAHHBIX CIyJaeB, 10-
CKOJIbKY TMallMeHThl MOABEPIIMCH OMepalusM Ha OT-
KPBITOM CepIilie U3-3a HAIMUUS pepakTepHbBIX K aH-
TUApUTMUYECKUM IIpernaparaM apuTMHUl. ABTOpPHI
BIICPBEIC OMMCAIIA ITPEUMYIIIECTBCHHBIC JIOKATU3AIlnT
OOHapyXeHHBIX CTPYKTYPHBIX aHOMaJuii B 00jacTu
UHGYHIUOYISIPHOTO OTaEea, BEPXYIIKU U CYOTPUKYC-
NugaJibHONM WM HUKHel cteHku I12K — ykazaHHBIe
M3MEHEHMSsI, KaK MBI Y>Ke OTMEeYaJTH, ITOJIyIMIN Ha3Ba-
HUE «TPEYTOJbHUK AUCILIA3UM».

Kak u cnemoBasio oxuaaTh, Tak Xe, KaK WU Ipu
OIMMCAaHUU JII0OO0TO HOBOTO 3a00JIcBaHUs, IMPEACTaB-
JICHHBIE CTyJyau OTpaxkajiy BapUaHThl HauboJee Tsxke-
JIOTO ero TeueHus. B rmocienyiomiemM mosiBujioch Hema-
JIO OTNMCAaHMI HOBBIX CJTyyaeB 3a00JIeBaHUSI, 3a4aCTyIO
MMEIOIINX BechMa TeTeporeHHbIe TMposiBieHus. Yac-
TOTa IMAaTHOCTUPOBAHHBIX CJTydaeB — KaK MPU KU3HH,
TaK ¥ TIPY MCCJIEIOBAHUHN ayTOTICUIT — pocia U JOCTH-
raja, o JaHHBIM aBTOPOB, 3HAUMTEJIbHBIX UDP. Tak,
OBUIM TIPEICTABJICHBI JaHHBIE O TOM, YTO B PETMOHE
Veneto (Mranust) ANITXK Obpima ompemeiaeHa Kak
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npuurHa BCC B 20% ciyyaeB daTajbHBIX apUTMUIA
y JIM1I, YMEPIINX BHE3amHO B Bo3pacTte 10 35 neT. Kpo-
me toro, AJITT2K 6bu1a onpeneneHa Kak npuurHa BCC
npuMepHo y 1/4 Bcex BHE3aITHO YMEPIINUX CIIOPTCMe-
HoB. Ilpu aToM B psige ciaydyaeB K KaTeropuu AJITTK
OBLIN OTHECEHBI «IIOTPAaHNUYIHbIC» BAPUAHTHI U KITMHU -
yecKue Ccllyyau, paHee JIMarHoCTMpPOBaHHBIE KakK
«MIVOIIaTHIECKHE», UMEIOIIe MUHUMAJIbHBIC CTPYK-
TypHble aHOMaJIuM. JluarHocTKa n1aHHOTO 3ab0seBa-
HUS TIepecTaia Ka3aTbCsA CTOJIb YK OYEBHIHOI, MO0
«30JI0TOI CTaHAApT» — 3aMellleHUe MUOKapaa K1Upo-
BOIl M COCIMHUTEBHOI TKAHBIO — CMECTUJICSI B 00-
JIaCTh AYTOIICUMHBIX MCCJENOBAHUN WU XUPYPIU-
YeCKUX BMeIIaTesbcTB. Tak, MmomoOHas TMarHOCTHKA
0OKa3aJloch BO3MOXHOI B HaydHOM LIEHTpe cepaeuHo-
cocynucrtoii xupypruu um. A. H. bakynesa PAMH,
rae pod. JI. A. Bokepus BeimonHmI 6oJiee 40 BMeta-
TEJILCTB Y OOJIBHBIX JTaHHOU KaTeropuu. OYeBHIHO,
YTO B MHBIX YCIOBUSX, JaXe MPU JOCTYITHOCTH SHIIO-
MWOKapAMaJIbHBIX OMOIICHI, yKa3aHHBI MoOpdo-
JIOTMIEeCKUI ITPpU3HAK MOXKET 0Ka3aThCs YeM-TO BPOIIEe
«30JI0TOTO pyHa» — JIOKaJIU3alMsl MaTOJOTMYECKUX
M3MEHEHUI 9acTO MMeeT CyO3IMMKapauaIbHBIN XapaK-
Tep, MHOTJA BHE 30HBI OMMCAHHOIO TPEYroJbHUKA —
CJIOBOM, OTPUIIATENIBHBIN OTBET HE O3HAYAET OTCYTCT-
BUs 3a0osieBaHus. Bot mouyemy pabGoueil rpymrioii mo
3a00s1eBaHUSIM MUOKapaa u repukapna EBporieiicko-
ro oO0llecTBa KapAMOJOroB ObIIM pa3pabOTaHbl aua-
THOCTUYECKNE KPUTEPUH, OTIPEACIISIONINE KIIMHIIEC-
KM CTIIeKTp 3a0o0yieBaHUs. DTU KPUTEPUU ObUIM pa3-
JeJeHbl Ha 6 rpymmn, ¢ OOJABLIMMU W MaJbIMU
MUAaTHOCTUYECKUMU KPUTEPUSIMHU, B 3aBUCUMOCTU OT
ux cneuuduuHoctu. JduarHo3z AJITK npaBomoueH
Py HAaJWYMU IOBYX IPU3HAKOB, IIPEICTABIISIONINX
OOJIbIIIME KPUTEPUHU, WIM OIHOTO OOJBIIOrO U IBYX
MaJIBIX, VUIM YeTHIPEX MaJIbIX KPUTEPUECB.

Juarsocrnyeckue kpurepun ALK

1. Iho6arvnan u/ uau pezuonaivHas OuUcHyHKuus
U CmpyKmypHbole HapyuleHus
boavuue:

— BBEIpa)keHHas IWIaTalldsl U CHUKEHUE CHCTO-
ymyeckoit pynakuum I2K mpm oTcyTcTBUM M3-
MmeHeHuit JIZK (uaM He3HAuuTEeJbHOM MX Xa-
pakTepe);

— JIokajau3oBaHHble aHeBpu3Mbl 12K (30HBI aku-
He3a WM OJUCKWHE3a ¢ AUACTOTMICCKUM BBITISI-
YUBaHUEM);

— BEIpaXkKeHHasT cerMeHTapHast guiaTtanmst [12K.
Manvte:

— ymepenHas nunatauns 12K m/ wim cHKeHue

@B ITX ¢ HopMmanbHOI pyHKLMel JIXK;

— yMepeHHas cerMeHTapHas auiaatauus [12K;

— cermeHTapHas runokuHesus I12K.

2. Ocobennocmu cmpoenusi MKAHU CHEeHKU Hceay0oH-

Ko6 cepoua

boavwue:

— 3aMellleHue MUoKapaa XKUPoBOii U (UOPO3HOI
TKaHbIO (IO JAaHHBIM SHIOMWOKAaPINAJIBHON
ouoricun).

3. Anomaauu penoaapusauuu
Manvie:

— uHBepcus T-BOJHBI B TIPABBIX MPEKOPINATBHBIX
otBeneHusx (V,—V;) y smu crapie 12 et npu
OTCYTCTBUU 0J10KaJIbl TpaBOit HOXKHU MyyKa liica.

4. Anomaauu oenoaspuzauuu/ HapyuieHus npoge-

OeHus
boavuue:

— 3MCUJIOH-BOJIHBI WJIM YIIMPEHUE KOMILIeKca
ORS B orBeaeHuax V,—V; (6onee 110 mc).
Maunwie:

— Hajmuue no3aHux noteHuuranoB Ha DKI' BP.

5. Hapywenus pumma cepoua
Maanvie:

— ycroitunBas uiu HeycroiunBast 2KT ¢ mopdoo-
ruei 6JoKaabl JIeBOM HOXKM IMydka [ica (moKy-
MmeHTHpoBaHHas DKI, mpu XonTepoBCKOM MO-
HUTOPUPOBAHUU WM HArpy304yHOil Ipobe):

— YgacTas XeJyTouKoBasi SKCTPAaCUCTONNS (CBBIIIE
1000 3a 24 yaca XOJTEPOBCKOTO MOHUTOPUPO-
BaHUs).

6. Cemeiinotii anamnes
boavuue:

— CeMeMHBII XapakTep 3a00JIeBaHUs TOATBEPXKACH
JAHHBIMM TTOCMEPTHOM ayTOTICUM WJIA BO BpeMsI
XUPYPTUUECKOTO BMEIIATEe/IHCTBA.

Maanvie:

— CeMEeWHBIN aHaMHe3 ocJioxkHeH ciaydasmu BCC
(B Bo3pacte 10 35 51eT), BepOsSITHO, OOYCIOBJIEH-
Hout AJITTXK;

— nuarHoctupoBaHHble ciyyan AJITTXK (cormacHo
MpeaCTaBICHHBIM KPUTEPHUSAM) B CEMBE.

OOpaTtM BHUMaHUE Ha OTHOCUTEJIbHBIN XapaKTep
yKa3aHHBIX KpuTepueB. Haubonee cliokHO craHmap-
TU3UPOBaTh Mopdosiornyeckrue anHomanuu 12K, nua-
THOCTUPOBaHHBIE 10 faHHBIM DX0KI, anrmorpadumn,
MPT unu panou30TOIHBIX UCCIeNOBaHU. B nHTEp-
MIpeTalny YKa3aHHBIX MCCICIOBAaHMI BCEraa eCTh JI0-
s cyobekTuBM3Ma. C Apyroil CTOPOHBI, MOHSATHUE
«HOPMBI» B OTHOILICHWU TeX WM WHBIX ITapaMeTpOB
2K nocTaToyHO HIMPOKO BapbUpYyeT W OIpeaeseHO
B OTHOCUTEJIBHO HEOOJIBIION TPYIIIE YCIOBHO 300PO-
BBIX Jull. Junatauus cermenTa win Beero 12K onpe-
NeIsIach KaK YMEpPEHHasi, €CIM OHa YKJIaIblBajach
B mpenesiax 2—3 cTaHIapTHBIX OTKJIOHEHUI OT HOPMBI.
[Tpu BbIpakeHHBIX OTKJIOHEHUSIX TPAHUIIBI UMETOIIIMX-
Csl IBMEHEHMI TIPEBBIIAIN 3 CTaHAAPTHBIX OTKJIOHE-
HUST OT HOpPMBI. I TOBBIIEHUS CIIENU(PUIHOCTH
pa3pabOTaHHBIX KPUTEPHUEB B MPEUIOKEHHON THMarHO-
CTUYECKON CXeMe YKa3bIBaeTCs IMPEUMYIIECTBEHHOE
nopaxenue 12K ¢ HebGonbmmmu mameHeHusmu JI2K
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WM 0e3 TaKOBBIX — TaK aBTOPBI MBITATNACH OTACIUTH
ciayyan JIKMIT ¢ BoBneuenuem IT2K. Ceiiuac ctaHo-
BUTCSI IIOHSTHBIM, YTO IBE 3TH HO30JIOTHUECKHe hop-
MBI B psIie CIydaeB MepeKphIBAIOTCS.

Yto KacaeTcsl 4acTOThl BOBJICUEHUsI B IpOLIECC
JI2K, To 0HO uMeeT MeCTO MOYTHU B ITOJIOBUHE CIydyacB
(ubposHo-xkupoBoii nHbwisTpauuu 12K (Basso C.,
1996). Yauie momoOHbIe ciiydan HaOJII0Aa0TCs B Oosiee
CTaplUIMX BO3PACTHBIX IPYIIIIaX U CBSI3aHbI C HATMYMEM
cepredHoil HemocrarouHoctu. B 1995 . M. Okabe
1 COABT. BIEPBbIC MPEATNONOXNUIN HATUIME U30JUPO-
BaHHOM «apUTMOTCHHON TUCIIIa3WH JIEBOTO KEIYI0U -
Ka». [Ipu ayTorncuu y 3TOro InaiueHTa, CTpaaaBIIero
JIEBOXXEJIYIOUKOBOM TaxuKapaueil, Oblaa BbISIBIEHA
¢pudbposHo-xuposasgs nHbwisrpanus JIZK npu Hop-
MaJIbHBIX KOPOHAPHBIX apTepusiX. AHAJIOTMYHBIC CO-
0o0llIeHUS TIpeACTaBJeHbl B JMTepaType y OOJIbHBIX
C MyTallMsIMU JEeCMOITICKMHA, WMEBIIUX IPH ayTo-
TICUHM TIpenMylecTBeHHoe nmopaxkeHue JIZK (Bauce B.
u coanT., 2005; Norman M., 2005).

BaxkHO OTMETHTB, YTO BO BCEX CIIydasiX BOBJICUC-
Hus B nipouecc JIZK ¢udpobaacTHbIe U KUPOBBIE OT-
JIOXKCHMS PacIioarajruch B CyOaMMKapINaTbHBIX WU
MHTpaMypajbHbIX OTIEIaX, YTO XapaKTepHO Il JUC-
wrasun [12K 1 B ompeneicHHOI CTEIeHW OTpaxkacT
pa3IMYHbIC TPOSIBICHUST OTHOIO 3a00J1eBaHNSI.

Cneunduueckue Mop¢oJoruyeckue M3MeHEeHUs
COIJTACHO MPHUHSTHIM KPUTEPUSIM OTHOCATCS K YUCITY
«OOJTBIINX» TUATHOCTUIECKUX KPUTEPHUEB, UTO BIIOJTHE
TIOHSATHO C TOYKHU 3PCHMS OIpEAC/ICHUs] TaHHOTO 3a-
OosieBaHUs. HackonbKo 3TU KpUTepun creuubruIHbI
1 pacIpoCTpaHEeHbI B peallbHOM KIMHUYECKON ITpak-
tuke? Io nanubiM H. Tandri u coast. (2004), n3yuyas-
muX MOpPQOJIOTNICCKIe M3MEHEHUSI KapIUOMMOIIN-
TOB, UHTEPCTULIMS, COEAUHUTEBHOM 1 XKUPOBOM TKa-
Hu npu AITTXK, B KayecTBe MOPOroBbIX 3HAUYECHMIA
ObLTM YCTaHOBJIEHBI CJEAYIOIIME MMOKA3aTeNan: HalIM-
yne MeHee 45% kapauomuouutos, 6osee 40% Gudpo-
3a 1 6osiee 3% KUPOBOI TKAHU ObLIU OIIpeneIeHbI Kak
nuarHoctuyeckue mpusHaku AITTK (uyBcTBUTEB-
HocTb 67% u crnetuduaHocTh 6osee 90% mnpu HaIu-
YUM 10 KpaifHelt Mepe OTHOTO M3 MePeUnCIICHHBIX TTa-
paMmeTpoB). HopmanbHOE KOJWYECTBO BBHISIBISIEMBIX
KapIMOMUOLIMTOB MpU MpoBeneHun DMb coctansiet
0k0j10 80—85%; eciaum B pe3yabTaTe XUPOBOM WU
COCIMHUTEIbHOTKAHHON WHOWIbTpaLuU oOHapy-
KuBaeTcss MeHee 45% KapAMOMMOLIMTOB, 9TO CUMTA-
ercs npusHakoM AJITTXK; ecnu pe3unmyanbHbIiE MUO-
Kapa coctaBisieT 45—70% — pe3ynbTaT SIBJISIETCS
HeomnpeaeIeHHbIM, M HaKOHEIl, €CJU pPe3uayaTbHbIi
MUOKap[ cocrapisieT 0ojiee 70% — GUOIICHS CUUTAET-
Csl HETaTUBHOM.

Hanuuyue aHomanmii pemnojsipu3aliiyd OMUCAHO
y 19—94% 60/1bHBIX, B 3aBUCUMOCTHU OT HAJIUYUS OTSI-
TOIIEHHOTO CEMEWHOTo aHaMHe3a, CTEIIeHU DPOJACTBa
u 1. 1. KpoMe TOoT0, 3TN aHOMAaJIUK 9acTO BCTPEYAIOTCS

MpU HAUTUYKU 010Kaabl Hoxek mydka [uca, BIIC u ap.
Takum 006pa3zoM, aHOMAJIMSIM PETOJISIPU3ALIMUI U U3Me-
HEHUSIM BOJIHBI T BITOJTHE CITPaBEIMBO OTBEACH CTa-
TyC MaJioro KpUTepusi. DICUIOH-BOJHBI yaaeTcs 00-
HapyXuTh Y 25—33% 6oapHbIX ¢ AITTXK; Mogudum-
pPOBaHHBIC OTBEICHUS IO3BOJISIIOT IMArHOCTUPOBATH
9TOT (heHOMEH MTpUMepHO Y 60% OOIbHBIX. DTOT IIPU-
3HaK, PaBHO KaK M YIJIMHEHUE KEITyJOUYKOBOTO KOM-
IIJIEKCA, B IEPBLIX TPEX IPYIHBIX OTBEAEHUSIX (HE3aBU-
cumbrit mpeaukTop BCC) paccMaTpuBamTCs Kak
0oJIbIlIME AUATHOCTUYECKUE KPUTEPUM, XOTS UX pac-
MPOCTPAHEHHOCTh B momyjasuuu O6oabHbix AITIZK
CYIIIECTBEHHO BapbupyeT. Hamuuue mo3gHMX MOTEH-
uuanoB Ha DKI' BP otmeueHo y 50 — 80% GOJbHBIX.
[TpusHak oTaMyaeTcss OTHOCUTEIbHO HEBBICOKOM CIie-
IM(GUIHOCTHIO ¥ pacCMaTPUBACTCSI KaK MaJIbIii KpUTE-
puii, OLHAKO HaJIWM4yMUe 3aLEepPXKaHHOU AKTUBHOCTH,
1O JaHHBIM psijia aBTOPOB, acCCOLIMMPYETCS C BbIpa-
JKEHHBIMM MOp(doslornaecKuMn n3MeHeHusiMu 112K,
B YaCTHOCTM HaJIMUMEM BbIpaxkeHHOro (¢pudpo3sa.

Hapymrenust putma cepaiia ¢ mopdonorueii 61o-
Kazpl JIeBOM HOXKM Imydka Iuica B psime ciaydyaeB Ha-
omonatorcst y 6onbHbix MBC mocne nepeHeceHHOTo
nHpapKTa MUOKapaa U y O0JIbHBIX C TaK Ha3bIBa€MbI-
MU uaronatndeckuMu KA, OTHOCUTETBHO OJ1aroTnpu-
STHOM BHUIE apuTMMii. B 3Tux ciayyasx auarHos
ANITXK pomkeH ObITh UCKITIOUEH, MEX1Y TeM HaJluuue
YKa3aHHBIX apUTMUI HE SIBJISICTCS BHICOKOCTICLIM(DUI-
HeiM s AJITI2K. B pesyabraTe mpusHak paccMar-
pUBaeTCS KaK MaJjblii NUAarHOCTUYECKUI KPUTECPUIA.
3acayxuBaeT 0co60ro BHUMAaHUS U3yYEeHUE CEMEIHO-
ro aHamHe3a. He ymuBuTENIbHO, UTO OOHApYKEHME
Y POACTBEHHUKOB COOTBETCTBYIOILIMX MOpdoornyec-
kux usmeHeHuit [12K Kak «30/10TOro craHmapTa»
nuarHoctuku AJITT2K paccmarpuBaeTcst Kak 00JIbLION
IUATHOCTUYECKM KpuTepuii. I[lomo3puTeIbHBIMU
B oTHoweHun AJITTK sgBnsiioTCs ciiyyau paHHeEH BHe-
3aMHON cMepTU B cembe (10 35 JIeT), UTO NP OTCYTCT-
BUU OIPeNeIEHHBIX TaHHBIX ayTOICUIl paccMaTpuBa-
€TCs KaK MaJlblii KpUTEPUIA.

Elie 1o ony6imMKoBaHUs MPUBENEHHbBIX KPUTEPUEB
B 1994 . cTano sicHO, YTO OCOOEHHOCTU TeUeHMUsI 3a00-
JIEBaHMSI Y POJACTBEHHUKOB ITPOOAHI0B OTIMIAIOTCST OT
MPUBEIECHHBIX KPUTEPUEB, UTO TIPEAIIOIaraeT reTepo-
TEeHHOCTB ITPOSIBJICHUI OOJIE3HM, MaKe B CIyJasix, KOT-
J1a POACTBEHHUKU MMEIOT UAEHTUYHbIC TeHETUYECKIE
myTauuu. Tak, ObUIM OOHAPYXKEHbI SIBICHUS HEMOJI-
HOI1 MeHeTpaly UM BapuadeTbHOCTH KIMHUYECKUX
TPOSIBJIEHUH, 00YCJIOBJIEHHBIE BO3PACTHBIMU U3MEHE-
Husmu. Kpome Toro, mocje onyoIMKOBaHUS MPUBE-
JIEHHBIX KPUTEpHUEB ObUIM OOHAPYXXEHBI HOCUTETN CO-
OTBETCTBYIOIIMX TCHETUUCCKUX MYTALIUM, MMEIOIINE
HEKOTOpbIe KJIMHUYECKUE TPOSIBICHUSI, HO HE YIOB-
JIETBOPSIOLME BCEM HEOOXONUMBIM KPUTEPUSIM aH-
Horo 3abosieBaHus. bosee Toro, Mopdoaornyeckue
npusHaku AJITTK Obiin oOHapyKeHbl P MOCMEPT-
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HOM WCCJIE[IOBAaHUM OWOTICHIA y BHE3AITHO YMEPIIUX
CITOPTCMEHOB, Y KOTOPBIX MPH KU3HU HE BBISIBISINCH
COOTBETCTBYIOIIME KPUTEPUU 3a00JieBaHUS (CKpPbITast
daza AIITXK?). B pesynbrare crajo SICHO, 4TO pac-
MPOCTPAHEHHOCTh 3a00JieBaHUS Y POJACTBEHHUKOB
poOaHI0B HEIOOIIEHMBAETCSI, MHOTUE U3 HUX UMEIOT
OIIMH WJIM HECKOJIBKO MaJIbIX KpuTepueB. Takum obpa-
30M, OBUIA MTPETOXKEHA MOAN(DUKALMS TPUBEIEHHBIX
KpUTEpUEB, KOTOPYIO MOXHO OBbLIO HCITOJb30BaTh
C IMaTHOCTUYCCKUMU IIEJISIMU, HO TOJIBKO Y POJICTBEH-
HUKOB IEPBOI CTENEeHM POJCTBA C OOJBHBIM C MOJI-
TBepXIeHHbIM nuarHozom AJITTK. Hanuuue omHoro
U3 MPU3HAKOB — MpeKapAuaIbHOW MHBEPCUM BOJIHBI
T, Mo3AHKMX MOTEHUMAJNOB XeaynoukoB, wuau KT
¢ MopdoJiorueit 6okanbl JeBoii HOXKHU myyka [uica,
WX HeOOIbIINX (DYHKIIMOHATBHBIX WU MOPGhOIOTHU-
yeckux udMeHeHuil 12K mo maHHBIM psita MeTOmOB
BU3yAIM3allUM — CJIeAyeT paccMaTpuBaTh COMIACHO
MIPEIIOXKEHHON MOmUGpUKAIIMU KaK JTUAarHOCTHYEC-
KU TIpU3HAK [JIs1 YCTAHOBJIEHUSI CeMeiHON (hopMbl
ANILXK. Kpome Toro, 0bUI CHUXEH ITOPOT PEerucCTpU-
pPYEMOTro yuca Xeaya0uKoBbIX a3KcTpacucTona (XKD) —
¢ 1000 B cyTKM 1O MaHHBIM XOJITEPOBCKOTO MOHUTO-
pupoBanus go 200 3a ToT xke nepuon Bpemenu (Ha-
mid M. S., 2002).
Moouguuuposannvie kpumepuu ouazHocmuxu ce-
melinoix opm AJIPK (npu nasuvuu O0oKa3anHou
AJIIK y podcmeennuka nepeoii cmenenu poocmea He-
00x00uUMO0 Haauvue no KpaiHel mepe 00H020 U3 nepe-
uucaennvix kpumepues) (Hamid M. S., 2002):
1. BKT
WuBepcus T-BOJHBI B OTBEAEHUAX V,—V;

2. OKI BP
[Mo3gHMe TOTeHIIMAIBI JKEITYTOIKOB

3. HapyueHus putMma cepaua
HokymeHTrupoBaHHble 3nu3oabl KT ¢ Mopdo-
Jiorueit 6;10Kaabl IeBOi HOXKM Tyuka [ica
bonee 200 2KO no paHHBIM 24-4acOBOTO MOHU-
TopupoBaHus DKI

4. CTpyKTypHble WU (DYHKUIMOHAIbHBIE aHOMa-
Jguu TTXK
Heo6onbiras nunatanus [TXK u/wnm cHkeHne
ero HacOCHO# (pyHKLMU npu HopMasibHOM JI2K
PerunonanbHast runokunHesus 12K,

[IpennoxeHHble MOAN(PUIIMPOBAHHBIE KPUTCPUM,
HCITOIb3yeMble MPU ceMeHbIX (hopMax 3aboieBaHUs,
HYXIAIOTCS B JaJIbHENIIIEM TTPOCIIEKTUBHOM MCCIICIO-
BaHuM. Mcronab3ys 3TU NpPU3HAKU, 3a00JIEBIIMMU
MOXHO CUWTATh MOMOJHUTEIbHO OKoMo 15% pomct-
BEHHUKOB, MpUYeM B OOJBIIMHCTBE CIyYaeB MMEIU
MECTO MYyTalluu T€HOB, PETYJIUPYIOIINX AECMOIJIAKIH.
[ToHATHO, YTO MCITOB30BAHUE KJIACCUYECKUX, MPEI-
JIOXXKeHHBIX ele B 1994 1. kputepureB, MOXET MPUBECTU
K 3HAYUTECIHBHOMY YHMCIY JIOXHOOTPUIIATSIHHBIX 3a-
KJIIOYEHMI, TOrIa KaK MCIOIb30BaHUEe MOIUMULINPO-
BaHHBIX AUATHOCTUYCCKUX TPU3HAKOB ITOTCHIIUPYET

JIOXKHOIIOJIOXKUTENIbHbIE 3aKJII0UeHusl. Takum obpazom,
no npeocmasaeHusmM IKCnepmos padboueil epynnvl 6 Ha-
cmosiujee 8peMsi He cywjecmeyem Kakoeo-aubo 00H020
NPU3HAKa uau OuazHOCMu4eckKol memoouku, o0baa-
darowux 0ocmamouHoll 4y8CcmeumeabHOCMvio U Cneyu-
@uunocmoro 0aa duaenocmuxu AJATIK. K orpanndeHu-
SIM TIPEUIOKEHHBIX TMAaTHOCTUIECKUX CHCTEM CIIEIY-
€T, TI0-BUIMMOMY, OTHECTH 1 HEAOOLIEHKY BO3MOXKHBIX
MMOPaKEHUI JIEBOTO XEJTYI0UYKa, BBISIBISIEMBIX 110 JaH-
HBIM ayTOIICUMII B 3HAYUTEJbHOM 4YHCJIE CJIy4yaeB
ATTXK, npuyeM psii 3TUX HaXOAOK CBSI3aH C TUIWY-
HBIMU MYTallMSIMU JCCMOITJIAKMHA, 2 U3MEHEHMST MUO-
Kapaa UMEIOT IMTPEUMYIIIECTBEHHO JIEBOXKETYI0UYKOBYIO
JIOKAJTU3ALIHIO.

4. COBPEMEHHBIE NHCTPYMEHTAJILHBIE
METOJBI TMATHOCTUKH AIITK

C MOMeHTa ONyOJIMKOBAaHUS MPUBEICHHBIX PEKO-
MEHIALMi1 ObLT HAKOTUIEH 3HAYMTE/IbHBIN OIBIT B AU -
arHoctuke AJITTK ¢ ucrnosib30BaHMEM HOBBIX, TOCTO-
SIHHO COBEPUICHCTBYEMBIX METOAOB BU3yalu3alluH,
B TOM yucie 3xokapauorpaduu, MPT u kaptuposa-
Hus. C UX BHEAPEHUEM CTaJIO SICHO, YTO OCHOBHBIE
OTpaHUYEHUSI paHee WCITOIb3yeMbIX METOJUK CBSI-
3aHBl C HETOYHOCTBIO OIPENEICHUST <«HEOONBIIUX»,
«YMEPEHHBIX» U <«BBIpaXeHHBIX» M3MeHeHmin T12K.
Tak, HanOOIbIITNE U3MEHEHMS ObUTH BBISIBJICHBI B BBI-
BoaHoM Tpakte I1XK (37,946,6 MM y OOJbHBIX
¢ AIITX 1o cpaBHeHuio ¢ 26,2+4,9 MM B rpyIime
HopMbl). Mcronb3oBaHUE HOBBIX METOIOB BU3yaln3a-
IIUY TIO3BOJIMJIO YCTAHOBUTH TOYHBIC TTIOPOTOBBIC 3HA-
YeHUs UIsl COOTBETCTBYIOLIUX u3MepeHuii I12K, paBHo
KaK W ONpPEIeTUTh HOPMaJbHBIC IMapaMeTPhbl, OCHO-
BaHHbIE HAa M3YYEHUU 3HAUYUTEJIbHOIO 4YHUCIa JIHIL
TPYIITEl HOPMBI, COOTHECTH 3TH ITOKA3aTeJIM 110 BO3pa-
CTHOMY, TeHIepHOMY MpU3HAKaM U AaXke MHIESKCUPO-
BaHHBIM 3HAYCHUSIM, PACCUMTAHHBIM IT0 OTHOIIICHUIO
K ILIOIIaaM TTOBEPXHOCTHU TeJa.

Hawnbosee mOCTYMHBIM METOAOM BHU3yaJIU3allUU
CTPYKTYPHBIX aHOMaJIMi ceplla, KOHEYHO Xe, OCTa-
ercsl axokapduoepagus. MopdoJOoTMYeCKUMU aHO-
MaJusIMM, 4acTo BeIsiBIsieMbiMU mipu AITTK, sBisi-
torca nuartanus [T2K (mo nanHbiM CeBepoaMepuKaH-
ckoro perucrpa BbisgBiasiack y 100% mnpoGaHaoB),
¢okanbHbIe (CeTMEHTapHbIC) aHEBPU3MbI, HApYLIIEHUE
KWHETUKN IBUKCHMSI €TO CTEHOK, BBEIpaXKeHHasI Tpa-
OEKY/ISIPHOCTb M TOBBIIIEHUE 3XOT€HHOCTH Mojepa-
TopHOTO TTy4yKa. ClielyeT OTMETUTBH, YTO B CUJTy aHATO-
MUYECKUX OCOOEHHOCTeil M mpobseM, CBsS3aHHbIX
C HEBO3MOXHOCTbIO Busyanuszauuu Bcero IT2K, kop-
PEKTHOE OIpee/IeHre ero 00beMa, a CIeI0BaTeIbHO,
U dpakimy BbIOpoca MPeacTaBisieT OMpene/eHHbIe
CIIOXKHOCTHU. XOPOIIIO KOPpeIupyeT ¢ (ppakiiieil BbI-
opoca 'K ¢ppakuroHHOE U3MEHEHUE ero IUIOLIAIN,
W3MEepeHHOE M3 MapacTepHAIbHOM YeThIpeXKaMepHOM
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MPOEKIMHU TI0 UTMHHOI ocu. Tem He MeHee, IO daH-
HbeiM  CeBepoaMepukaHckoro peructpa AIITK,
TIPY COTIOCTABJIEHUM YJIBTPa3BYKOBBIX HAXO/IOK Y TPO-
0aH/I0B 1 TPYIIBl HOPMbI OJHUM U3 HanboJiee YacTo
BCTpeUYaeMbIX TPU3HAKOB SIBJISLIOCH XaOTUYHOE PacIio-
JIOKeHUe Tpabekyn, BbIsIBIsIEMOe y 54% OOJBHBIX
M TIPaKTUYECKW OTCYTCTBYIOIEE B TPYIIe HOPMBI.
Kpome Toro, B TaHHOM pPEeTUCTpe IMPpUBEICHBI KOJTMUe-
CTBEHHbIE TOKa3aTelu MapaMeTpoB MPaBOIo Key-
I09YKa (€r0 KOHEYHBIM CHCTOJWYCCKUIT M KOHEUHBIN
MUACTOJMYECKUI pa3Mepbl) B TPYIITe HOPMBI U Y TTPO-
6aHmoB. Tak, yBeIWueHHE IJIMHHOU OCH BBIBOIHOTO
TpakTa JIEeBOro eaymouka Ooyiee 30 MM ITO3BOJISLIO
nuarHoctupoBath AIIITK ¢ uyBcTBUTEIBHOCTBIO 89%
U crieludUIHOCThIO 84%. Mexy TeM 3HaYeHUe IIpu-
BEJICHHBIX IAHHBIX B OTIPe/Ie]ICHHON CTeTIeH! OTpaHM -
YEHO OTCYTCTBHEM OOJIBIIUX MOMYISIIMOHHBIX HCCIIe-
JIOBAaHMI, OIICHMWBAIOIIMX COOTBETCTBYIOIIUE aHATO-
MHUYECKUE XapaKTePUCTUKU IIPAaBBIX OTAEJIOB Cepala
B HOopMe. TeM He MeHee K YMCITy yMEPEHHO BbIpaXKeH-
HBIX OTHOCSIT M3MEHEHUS, JeXallue B TIpeaesiax oT 2
110 3 cTaHAAPTHBIX OTKJIOHEHUI OT MPUBEIEHHBIX HOP-
MaJbHbIX BemuuH. A. Nava u coast. (2000), obcieno-
BaBiue 132 nmauuenta u3 37 cemeit ¢ AIITZK, onuca-
v Tpu BapuaHTta uaMenenuii [1K B 3aBucumocTtu ot
CTEeTeH!U eTo AUJIaTallMU U/UJIN OCOOEHHOCTE! IBUXKE-
HMST CTEHKU. Tak, TIpu YMEPEeHHO BbIpaXXeHHON hop-
Me, HabmonaeMoii B 64% ciydaeB, oobem 12K He mpe-
BBILIAJ 75 MJI/M2, @ 30HBI TUITO- ¥ aKMHE3a MMEJIH JIO-
KaJIM30BaHHBIN xapakTep. [Ipm IpoMexXyToOYHOM
BapuanTe (okojio 30% ciyyaes) KO TTK Haxomuics
B Tipefenax oT 75 go 120 mMia/M2, a TIpH TSKEJIOM Ba-
puante ooneM II2K mpespiman 120 mui/m2, coort-
BETCTBCHHO 30HBI aKMHE3a W AUCKMHEe3a OBUTH 00Jiee
OOIIMPHBIMU, C SIBJICHUSIMU TUACTOJMYECKOIO BHIOY-
xaHUs. JvmaTamnus BEIBOIHOTO OTIEIA IIPAaBOTO XKeJTy-
Jlouka Obljla CBsI3aHa ¢ MpOrpeccupoBaHueM 3a00JieBa-
HUSI U HaOIoJaIach MPAKTUYECKU Y BCeX OOJIBHBIX
C TSDKEIBIMU BapHaHTaMM €ro TeYeHUsI. AKTyaTbHBIM
ocraetcsl Bornpoc auddepeHnalbHON IMAarHOCTUKHU
UMEIOIINUXCS UBMEHEHUI ¢ 0OCOOEHHOCTSIMU, HAOJII0-
JaeMbIMU TIPU «CITOPTUBHOM cepilie». B coMHuUTENb-
HBIX CITy4asiX MOTYT OBITh MCITOJTb30BaHbI HOBBIC YIIBT-
pa3ByKOBbIE TeXHOJI0TUM, B ToM yucie TDI u uzyue-
Hue nedopmanmu muokapma. Tak, mpm AIITK
OTMEYEHO CHIKEHUE CUCTOJUYECKON U paHHEIUACTO-
JIMYECKOM CKOPOCTU ABIDKeHUs Konbla TK, a Takke
CHUXKeHMe oTHolleHus Ea K mo3mHeauacToinyeckoi
Aa, XOTS1 HOpMaJIbHbIe TTapaMeTPhl IBVDKEHUST KOJbIla
TK Bce e1ie Hy>Kaa10TCsI B JaIbHEMIIIEM OMpPeaeTIeHUM.
B psne vccnenoBaHuii auist aydiieii BU3yaan3alu 9H-
nokapaa I12K v pa3iMyHbIX €ro aHaTOMUYECKUX OCO-
OEHHOCTE I UCITOJIB3YIOT KOHTPACTHBIEC BEIIECTBA.
Bosee TouHbIe M3MepEHUS MOXHO TTOJIYIUTH C UC-
noJjib3oBaHueM M PT, mockosibKy 00beMHBIE U pacyeT-
HBIE TTOKA3aTe/IN OIIPEIEIISTIOTCS UCXOII M3 TpeXMep-

HOI MoJieJIu U HauboJsee MPUOIMKEHBI K pealbHbIM;
10 3TUM X€ COOOpaxkeHUSIM TOUHOCTh U3MEPEHUI 10
naHHbIM MPT npeBOCXOIMUT Jaxke NJaHHbIe KOHTPACT-
Ho# aHruorpaguu. Takum oO6pa3oMm, UCMIOIb30BaHUE
JUJIS. KOJTMYECTBEHHbIX MOJACYETOB CTENEHU CTaHIapT-
HBIX OTKJIOHEHUI1, a He aOCOIOTHBIX BEJIMUMH, 1aJIeKO
He Bceraa Mo3BOJISIET OLEHUTh BbIPAKEHHOCTh UMEI0-
muxcst anoMmanuii. Kpome toro, MPT u KT o6aanaror
YHUKaJIbHOI BO3MOXHOCTBIO XapaKTepru30BaTh CTPYK-
TypHble U Mopdosiornueckue ocodbeHHocTu [12K
(puc. 4). MPT no3BossieT AMarHoCTUPOBaTh HaJIUYKe
WHTPpaMHUOKApANAIbHBIX  XKHPOBBIX  OTJOXKCHUIN,
a KOHTpacTHOE UCCJIeIOBaHKUE MO3BOJISIET OOHAPYXKU-
BaTh sABJAeHUS prbdpo3a.

ITepsbiit onbiT Mcnoab3oBanuss MPT B nuarHocTu-
ke AATTXK npunamiexur G. C. Casolo 1 coaBT. 1 0OT-
HocuTca K 1987 1. DTm aBTOPBI BIIEPBBIC OIMMCAIN
MPT-npusnaku AIITXK B Buae uHTpaMuoOKapauaib-
HOTO OTJIOXKCHMS Kupa. B HacTosiiee BpeMst 0coOeH-
HOCTHU, BbIsiBJIsieMble TpU MPT y 60/1bHBIX, MOXHO yC-
JIOBHO pa3fejiuTh Ha JBE TpyMIibl: 1) oTpaxkamoliue
MopdoJiornyeckue aHoManuu; 2) GyHKIMOHAIbHbIE
ocobeHHOCTH. K MepBBIM OTHOCST MHTPaMHOKApIU-
aJIbHOE OTJIOXKEHUE XKUPOBOI TKaHU, (poKaJbHOE HUC-
TOHUYEHUE CTEHKU (MeHee 2 MM), tunepTpoduio TTK
(yroniieHue ero CTeHKU Ooyiee 8 MM), HapylleHHe
OpUEHTAllMM U XapakTepa Tpadekys (B TOM YUCJIE TU-
raHTckue Y-oOpa3Hbie TpaOeKyJsibl, MMEIOIIUE BU/I
r1yOOKMX 1Uejiell MpM MpOBeAeHUM aHTHorpadumn)
U pacimmpenue BeiBogHoro tpakrta IT2K. K dyHnkino-
HaJIbHBIM OCOOEHHOCTSIM OTHOCST JIOKaJIbHbIE Hapy-
IIeHUST KOHTPAKTWJIHBHON CIIOCOOHOCTH, TIPU3HAKH
aHEeBPU3MBbI, I100AJLHON AWIaTallui U AUCHYHKIUU
I12K, a Takke guacroimyeckoii ero gucynkuuu. Ha-
unbosee 4acTo yKazaHHbIE U3MEHEHUS JIOKATU3YIOTCS
B 00JIaCTM TPEYrOJbHWKA OUCIUIA3MU — HIDKHECYyO-
TPUKYCITUAANBHON 00JacTH, BEPXyIIKU UM MHQPYHIU-
oynsipHoro otaena [T2K. B To xxe Bpemst aBTOpbI, 3aHU-
matomecs: MPT-guarnoctukoit AITTK, npenocrte-
peraroT OT BO3MOXHOCTU TUIMEPAUATHOCTUKU. Tak,
HaJIM4Ke XUPOBOH MHOUIBTpAIMM MHOKapaa He sIB-
nsiercst cuHoHuMoM AJITT2K, mocKobKy naHHBIN (e-
HOMEH BCTpPEUYaeTCs B PsIIC CAyJIacB Y IMOXKUIIBIX JIIO-
NIei, mpu JIeYEHUN CTepOMIaMU, a TakKe MPU JIPYTUx
BUIax Kapauomuonatuii. Takum oopaszom, MPT saB-
JIAETCA BaXXHEWIINUM, HO JAJIEKO HE €IUHCTBEHHBIM
marom B nuarHoctuke AITTXK.

3HavyuTeIbHbIE AUATHOCTUYECKHUE BO3MOXHOCTHU
B nuarHoctuke ALK umeer mynsrucniupanbHast KT,
MMO3BOJISIIONIAS BBISIBISITh CyO3MUKAPANAIbHYIO U WH-
TPAaMUOKAPAUIBHYIO XUPOoBYO MHbWIbTpauuio 12K,
MMOBBIIICHHYIO €T0 TPpabeKyIsIpHOCTh. MIHTepecHo, 4To
aHOMaJIbHbIe 30HbI, oOHapyxxeHHble Ha KT, koppec-
MMOHAMPOBAIM C 30HAMM ITaTOJIOTUYSCKUX M3MEHEHUI
MPU TIPOBEACHUM 3JEKTPOAHATOMUYECKOTO KapTUPO-
BaHMsI, 4acTo mpeBocxons mociaennue (Tandri H.,
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2007). CoryacHo npeacTaBlIeHHBIM B JIUTEpaType JaH-
HBIM UMEEeTCSI BRICOKAS KOPPEIISILIMS MEXKIY TaHHBIMU
KT u MPT, ogHako mocienHssi nojaydusia OoJbliee
pacIipocTpaHeHNE B CHIIY psda IPUIMH, B TOM YHCIIC
OoJiee HU3KOM paarallMOHHO Harpy3ku. B To e Bpe-
M KT mo3BojisseT mpoBOOUTE ITOBTOPHBIC MCCIIEI0BA-
HUS Y OOJIBHBIX C UMIUIAHTUPOBAHHBIMU KaparoOBep-
TepaMu-aeOUOPULIITOPAMMU.

Konmpacmuas aueuoepagus Oblna, BUAUMO, Tep-
BBIM METOIOM, ITO3BOJIMBIINM BH3yaJU3UpPOBATh TH-
nuyHble udMeHeHust y 6onbHbix ¢ AJITT2K. Hecmotpst
Ha TIOSIBJICHWE HOBBIX, BO3MOXHO, 00JI€e COBEpIICH-
HBIX HEMHBA3WBHBIX TUAaTHOCTUYECKUX METOIUK, aH-
ruorpacdusi Mo-MpexXHEeMY COXpaHWIa CBOIO JMAarHOC-
TUYECKYIO 3HAYMMOCTD, I103BOJISISL OLEHUTh BCE KOH-
Typel T12K. Anruorpacdumueckue mpuszHaku AJTTK
BKJTIOUAIOT HaJW4YMe TI100aJTbHON MU pernoOHabHOMN
nucgynkuuu 2K, aHeBpU3M WK 30H I'MIIO- U aKWHe-
3a, TOBBIIICHUE TPAOCKYISIPHOCTH W WM3MEHEHHE
CTPYKTYpPhI TpabeKyJsl ¢ UX Tureprpodueit, 3amenie-
HUe 3BaKyalliM KOHTPACTa, HAJIMYKE TITyOOKHUX IIeIeit
WJIM TUTAHTCKMX Y-TOIOOHBIX TpabeKyn. B 3oHax 60-
Jiee BBIPAXXEHHOTO CTPYKTYPHOTO DPEMOJETUPOBAHUS
00HAPYKMBAIOTCS MHOXKECTBEHHBIE «MEIIOYKN», CO-
3narouie cBoeodpasHbiii KoHTYyp 12K B Buae «uBet-
HOI KamycThl». YKa3aHHbIC M3MEHEHHUS CUYUTAIOTCS

Puc. 4. MarHuTHO-pe3oHaHCHast
ToMorpacdusi mpu apuUTMOTEHHOM
NMCTIJIa3UM TMPABOTO XKeTymouka™:

a — MUKPOAHEBPU3MBI TEPEIHE CTEeHKU
ITXK (oTMeueHbI yKa3Koi); 6 — y4acToK
Kupa (OTMEUEeH CTpelKaMu); 6 — PacIIv-
peHue BoiBogHOTO otaeia 1K (dasza cuc-
TOJIBI); ¢ — pAcIIMPEHNEe BHIBOJIHOTO OTIE-
na [1XK (da3a auacronsl); 0 — ¢ubpos
nepenHeil crenku 12K (aHeBpr3Ma B HIK-
Heii TpPeTH OTMEeYeHa 3BE310YKOI)

BeicokocnienuduunbiMu i ANITXK. K apyrum
MpuU3HaKaM 3a00JIeBaHUSI OTHOCSITCSI CErMeHTapHast
TUITOKWHE3USI, HATMYUE aHEBPU3M, MEIIOTYATHIX BbI-
oyxanwuii I12K. Hannuue ykazaHHbIX U3MEHEHUI CBU-
netesbcTBOBaO B moib3y AJITTK ¢ BbIcOKOIT 4yBCTBU-
TEJbHOCTBIO W CIEU(PUIHOCTHIO (COOTBETCTBEHHO
88 1 96%). J. Hebert u coast. (2004) onmcanu apyroi
BecbMa XxapaktepHbiit st cHuxkeHus @B 12K mpu-
3HaK — CHUXKEHUE CUCTOJIMYECKON IKCKYPCUM KOJIblIa
TPUKYCTUAATBHOTO KJ1anaHa (0T 0a3aJibHbIX K BEPXY-
IIEYHBIM OTAeaaM) MeHee 12 MM.

Baxnyto ponb B nuarHoctuke AITTK urpaiot Ko-
JINYECTBEHHbIE TTOKAa3aTesn, OMUCKIBAIONEe MOpdo-
dynkuroHanbHbie uaMeHenust I12K. Kak mpasuiio,
C 3TO¥1 IEJIBIO UCITOIB3YIOT hopmyny CuMIICOHA (TIIO-
1aab — JJUHA) U ouraaHoByo moaenb [T2K, psna aB-
TOPOB MCIOJIB3YIOT MOJIEIb TUPAMUIbI WA XK€ TPHU-
HuMaloT 00beM [12K paBHBIM cyMMe morepedeHbIX €ro
CEUCHHWI C 3aJaHHBIM <«IIaromM» (TO €CTh BBICOTOM
Cpe30B) HEMOCPENCTBEHHO OT BEPXYIIKU 0 BbIBOMI-
HOTO TpakTa. Mexay TeM TOYHOCTb OOBbEMHBIX XapaK-
Tepuctuk [12K 3aBUCUT M OT MCHOJIb3yeMOM amIpo-
KCUMAalMKU ero (popMbl, U OT TOYHOCTU OMpeAeIeHUs

*PucyHKM T106€3HO npenocTasieHsl mpod. B. H. MakapeHko
u a. M. H. JI. A. FOprionbckoii.
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KOHTYpPOB 3HIOKapaa. B KkauecTBe Tipenera HOpMasb-
HBIX 3HAYEHUI HCIOJb3YIOT YCPEeIHEHHBIE ITOKasa-
TEeJIM HOPMBI M BO3MOXHEIC BapuHalluM B IIpeAesax
JIBYX CTaHOAPTHBIX OTKJIOHEHMIi; Oojiee KOPPEKTHO
HCITOJIb30BaTh HOpPMaJIM30BaHHbIC 3HAUCHUSI, WH-
MEeKCHUPOBAaHHBIC K TIUIOIIANM IOBEPXHOCTU TeJa.
JlanHOE TIOJIOKEHNE OYEHBb BaXHO, ITOCKOJBKY YyBeE-
JMyeHne o0beMOB U JTUHEUHBIX pa3mepoB 12K u co-
OTBETCTBEHHO cHMXeHue PB, Bo3HUKalOIIME IIpU
TSDKETBIX (popMax 3abo0JIeBaHUSI, paccMaTPUBAINCh
KaK OIHU M3 BaXKHbIX €ro MPU3HAKOB €Ille B MEePBbIX
HCCIIeTOBAHMUSIX.

B Hacrosiiiee BpeMsl aKTMBHO pa3pabaThIBalOTCS
KOMITbIOTEPHBIC METOIWKU, ITO3BOJISIOIINE CPaBHU-
BaThb KOHTYpHI IBMKeHMST cTeHKM [12K B pasnuyHbie
nepronbl a3kl CUCTONBI B PA3IMIHBIX ITPOCKIIMSX
(Wichter Th., 2007). DTa KOHIIETIIIMS HATTOMUHAET UC-
MTOJIB3YEMYIO B IPYIMX METONAX BU3YaJIW3allld HICI0
«iedopMaiui» MUOKapaa W Ipu3BaHa aHAIU3UPO-
BaTh, B TOM 4YHCJI¢ W KOJMYECTBEHHO, HEOTHOPOI-
HOCTh IOBIDKCHUS] M CMEIICHHUS KOHTYpoB. KoMrbio-
TEpHBI aHaJIU3 TO3BOJISIET COIOCTaBISATH JaHHbIE
0COOEHHOCTH Y KOHKPETHOTO OOJIBHOTO M B TPYIIIIE
HOpMbI. UTHTEepecHO, UTO aHAJIOTMYHBIN MOAXOJ MBbI
ucnonb3oBan eme B 1986—1988 rr., korma Tmon
pykoBoactBoMm 1mpod. JI. A. bokepuss coBMecTHO
¢ H. A. Yuroruaze oueHUBaIU XapakKTep IBUKEHUS
II2K B pasHbie (pa3bl CUCTOJIBI, BhIYEpUYMBAsI €ro Tpa-
HUIBI Ha Oymare Kak KajJbKe OT M300pakeHUsI aHTHO-
rpamMM (puc. 5). B psime ciygaeB oTMeU4eHBI aHTHUOTpa-
(brueckue nmpuzHaKu BoBjiedyeHUs B mporiecc JIZK.

Upe3BpIUaliHO MHTEPECHO COITOCTABICHUE 3JICKT-
POodU3NOTOTMYECKUX U TUCTOJIOTUYECKUX OCOOEHHOC-
Telt, BoisgBisieMblx ipu ALK nmpu npoBeneHun sn1ex -
mpoanamomuueckoeo kapmuposanus (IK) u no darnnvim
asndomuokapduanshbix 6uoncuii (IMb). B Hacrosiee
BpeMsI XOPOIIIO M3BECTHO, UYTO CYILIECTBEHHAs «I1OTe-
psi» KapAWOMUOIIUTOB, HabJomaeMasi, Hampumep,

.*‘_

B

y 6onpHbix UBC mocne mepeHeceHHOro WHbapKTa
MuoKapaa Tnpu (hOpMUPOBAHUM pyOIla, MPUBOIUT
K BO3HMKHOBEHUIO HU3KOAMITIUTYIHOU, (pparMeHTH -
POBAHHOM 3JIEKTPUYECKOM aKTUBHOCTU, PETUCTPUPY-
emoii mpu DKI' BP 1 nuarHoctupyeMoii mpu nocjaeno-
BaTeJIbHOM 2HIOKapAMaIbHOM, MHTPAOIICPAIITMIOHHOM
WIN TPEXMEPHOM 31eKMpOaHamoMU4ecKom Kapmupo-
6aHuUU. AHAJIOTUYHBIM 00pa3oM NMogo0HbIe (heHOMEHBI
MOTYT perucTpupoBaTbcss U y 0oabHbIXx ¢ AJTIXK,
Y KOTOPBIX TPEXMEPHBIM MOAIIIUHT 3JIEKTPUUCCKOTO
MoTeHUMana ¢ ucnojb3doBaHueMm cucteMbl CARTO
ITO3BOJISIET BRISBJISITH 30HBI aTpouu MuoKapaa u pu-
OpPO3HO-KMPOBOIT ero MHUILTpauuu. JJaHHass MeTo-
KA TI03BOJISICT YETKO AMArHOCTUPOBATH HAJIMYME,
JIOKAJIM3alMIO 1 CTEIeHb BBIPAXXEHHOCTH MaTOJIOTH-
YeCKMNX M3MEHEHNIT MHOKapa, UCITOIb3ysl B KAUECTBE
OCHOBHOTO KPUTEPHs TOIOrpacuio 30H C HU3KUM I10-
TEHIIMAJIOM, TO €CTh 3JIEKTPOAaHATOMUYECKIE TTPU3HA-
Ku pyoua. Kpome Toro, aToT MeTO I IO3BOJISIET 00CTIe-
noBatTh 30HBI [12K, TpyIHOZOCTYITHBIE [IJ1T 3XOKapAMO-
rpapuu (Corrado D., 2005). OgHUM U3 BaXHBIX
npeumyiiectB DK, mo mHeHuto D. Corrado, siBasiercst
BO3MOXHOCTh IH(PPepeHIINaTbHON AUarHOCTUKH
AIITXK n ngnonaruyeckoii 2KT 13 BEIBOTHOTO TpaKTa
I12K. KpoMe Toro, ¢ HaJimuveM HU3KOAMIUIUTYIHOM
aKTMBHOCTHU 10 HaHHBIM DK CBSI3aH Xy MPOTrHO3
B IJIaHE Pa3BUTHUS KU3HEYTPOXAIOIINX (haTaTbHBIX
apUTMUI, 9TO yKa3bIBaeT Ha HEOOXOIUMOCTh MMILTAH-
Taluu KapauoBepTepa-aedudpuasaTopa. JaHHas
KaTeropusi 0OJbHBIX MIPY HATUINK YKa3aHHOTO (peHO-
MeHa MMeeT 0oJiee BBICOKYIO YaCTOTY OTCPOYCHHBIX
PEeLIMINBOB apUTMUM TIOCTIE IIPOBEICHUS pamrodac-
TOTHOM abjalry apUuTMOT€HHBIX 30H.

BaxkHbI1 BOIIpOC KacaeTcsl UCnO0Ab308aHUS OUONCILLL
II2K nns Bepudukaunm auarHosa AJITXK. Yacrora
OCJIOKHCHUM TIpW JAHHOHW TIpOLIemIype COCTaBIISICT
1-2%, cinydau JeTalbHOIO MCXOIA KpaliHe PeIKH
(menee 0,2%). KioueBbIM MHPU3HAKOM, ITOMHMO

o T

[40-70°]

Puc. 5. BenTpukynorpaMmma 1paBoro xeiryaodka 0oabpHoro A. (cuctona). B 111 cermeHTe mpaBoro keaynodka (BHIBOMI-
Has 4acTb, 30Ha paguycoMm 40—70°) uMeeTcss IUBEPTUKYJIONOI00HOE BRIIITUMBAHKE, COXPAHSIOIIEeCs Ha MPOTSKEHUU
BCeX CyOMnepronoB KapAMOLIMKIIA (Ha cXeMax OTMEUYEHO CTPeJIKaMu)
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XapakTepa TOPaKeHMsI, SIBJISIETCSI ero JIOKaau3allus.
Kpome KauecTBeHHBIX TUAarHOCTUYECKUX MPU3HAKOB,
npemiokeHHbIx emie B 1994 ., A. Angelini u coaBT.
(1996) mpenmaraloT U oIpeneieHHble MOPGhOMETPU-
YeCKHe KPUTEPHU, IOBBIIIAIOIINE CIEHU(PUIHOCTD
Metoauku. Ilo manHeiM npyrux asropos (Wicater T,
1994; Daliento L., 1995), TunuuyHble NpU3HAKU
ALK mpu DMB (cMm. BbIlIe) OBIIM BBHISBICHBI
B 25—66% ciy4aeB, B 3aBUCMMOCTH OT BO3pacTa 00Jib-
HBIX, YTO MOXET OBITh CBS3aHO C CYO3NMKapaualib-
HBIM MTOpaXXeHUEM WJIU XKe C JIoKaau3aleil aHoMalb-
HBIX 30H, TPYTHOIOCTYITHBIX IUISI JAaHHOTO BUOA WC-
cienoBaHus. Ilpu comocraBieHun AaHHbBIX DMDb
C pesyJibTaTaMy HEMHBA3UBHBIX UCCIeN0BaHUi, (hubd-
pobutactHast nH@uasTpanus (oosee 30%) siBuaach Ha-
nbosiee 3HAYUMBIM TIPEAUKTOPOM TIOSIBJICHUS TTO3[1-
HUX IIOTEHIIMAJIOB IIPW PETrUCTpaly 3JeKTpOKap-
nuorpamMMbl Beicokoro paszpenieHusi (OKIT BP) wiu
CHIXKeHMST HacocHoM dpyHkum 12K,

ITo nanubiM C. Basso u coaBt. (2007), Hanuuue
B II2K meHee 64% pe3uayanbHOrO MUOKapaa B COOT-
BETCTBYIOILIMX OMOICUSX KOPPEIUPYET C OUarHO30M
AJITXK ¢ uyBcTBUTEbHOCTBIO 80% 1 crieLUUUHOC-
Thi0 90%. DTU Ke aBTOPBI MOKa3ajlud, YTO OMOIICUM
MIXIT u JIZK He ynydlraloT TMarHOCTUYECKUE BO3-
MOXHOCTH MeToza npu nono3peHnn Ha AJITTK. Han-
Oosiee BaxkHas 3amada auddepeHIaIbHON TMarHoc-
ik AIITTXK npu DMDb 3akiodaeTcss B BbIIEICHUN
MINONATUIECKON TPaBOXEyIOYKOBOM TaXWKapIuu,
a Takke MHUOKapAIuTOB M capkoumosa. YTo Kacaercs
corocTaBjieHust faHHbIX DMDbB ¢ pe3yabTraTaMu HEWH-
Ba3MBHbIX METONMK, B yacTHocTU MPT, nuarHoctuye-
CKasl HaJIe>KHOCTb IePBOM BbIIIE — COOTBETCTBEHHO 89
u 56%. NQuarHoctuueckasi HagexxHocTb MPT yBesu-
YUBaeTCs MPU UCIOJIb30BAaHUM KOHTpAcTa — ragoju-
HUSI; 3TO IaeT MPeKPacHYI0 KOPPEIISIIIUI0 MEXIY OBY-
ms1 metogamu (Tandri H., 2005). bonee Toro, MPT
C KOHTPaCTUPOBAHUEM TTO3BOJISIET JIOKATM30BATh 30HY
TMOpaXKeHUs U MPeoaoJeTh OIIMOKY, CBSI3aHHBIC C He-
TOYHBIM 3a00poM DMB, a Takxxe HegOOLEHKOI mopa-
xenust JIZK.

DubpobacTHOE 1 XKUPOBOE 3aMellleHe MUoKapia
npu AJLIT2K koppeaupyeT TakxKe ¢ JTaHHBIMUA TpexXMep-
HOTO 3JIEKTPOAaHATOMMYECKOTO KapTUPOBAaHMSI C MC-
nonb3oBaHreM cucteMbl CARTO — 30HBI 3aMellleHUs,
BBISIBIEHHBIE Tpu DMDbB, KoppecnoHaupyloT ¢ Mo3u-
TUBHBIMHU Pe3yIbTaTaMK KapTHUPOBaHUS C UCITOIh30Ba-
Huem CARTO — ¢ 30HaMu HU3KOI aMIUIUTYIbI.

5. TUO®OEPEHIIMAJILHASA TUATHOCTHAKA
AJITEK

K 1952 . oTHOCUTCS mepBoe onucaHue Tak Ha3bl-
BaeMoii aHomanuu Yis — IpakKTUIECKU MOJTHOTO OTCYT-
ctBust muokapaa I12K. B «mepramentHoM» T12K smu-
KapJl HEMOCPENCTBEHHO MPWICXKNUT K 3HA0Kapay 6e3

Mpocioiku xupa, B orinuue ot AITTXK, npu kotopoit
MOMOOHBINM CJIOM, TpenCcTaBIeHHBIM aauIOLUTAMU
WIA COeTMHUTEILHOTKAHHBIMUA BOJIOKHAMU, TIPUCYT-
cTBYeT. JpyruMu OTJIWYUTEIbHBIMU OCOOCHHOCTSIMU
aHOMaJauu Vil SBJISETCS OTCYTCTBUE CEMEWHOro
aHaMHe3a, OTHOCUTEILHO PEIKOe Pa3BUTHE apUTMMUIA,
3HAYUTEBbHO OoJiee paHHU neOIoT 3aboaeBaHus.

B HacTosIee BpeMs B CBSI3W C aKTUBHBIM BHEApE-
HueM MPT 3HauuTe1bHO pacIiMpUIMCh BO3MOXKHOC-
TU OUATHOCTUKU XupoBoil mHuasTpanuun [12XK. Ta-
KMM 00pa3oM, BCTaeT BOMPOC — SIBJISIETCS JIU caM (e-
HOMEH XHMPOBOI MHMUIBTPAIIUA CaMOCTOSITEIEHBIM
MopdosornyeckuM mMapkepom AITTXK? Psan aBropos
IMTUIIYT, 9TO TaHHBI (PeHOMEH OTHOCUTCS K HOPMaJIb-
HBIM HaxoJKaM y ILIEeJOTo psiga OOJIbHBIX, OCOOEHHO
CTapIlMX BO3PACTHBIX TPyI. Tak, B psie McciaenoBa-
HUI TTOKa3aHO, YTO €CJIU XUpPoBas MHOWIbTpALIMS,
nmocturaiomas 15% B BBIBOIHOM TpaKTe WM 3amHEi
CTEHKE, HE MOXET OTHOCUTBCS K BapMaHTy HOPMBI,
TO 3Ta K& HaXoaKa B 00J1aCTU BEPXYIIIKU MOXKET BCTpe-
yaTbcs y 300poBhIX cyobekToB. Tak, D. K. Tansey
(2005) obHapyxui, yTo 85% cepiaell BHE3aITHO yMep-
IINX OT HEKapAWaJbHBIX IMPUYUH OOJBHBIX WMEJIH,
Mo KpaiiHeil Mepe, HeOOJIbIlIMe 30HbI MHTpaMUOKap-
IHWAIBHOTO KMpa TIPU OTCYTCTBUU sIBJICHMI (prubpo3a
U BoCMaJIeHsl. DTa TeHIESHIIUS Obla 00Jyiee BhIpaXKeH-
HOM y JINII TTOXXUJIOTO BO3PacTa U Y >KEHIIWH.

MaccuBHag xxupoBas nHwisrpanus 12K 6e3 ka-
KUX-TTM00 MpU3HaKoOB (udpo3a U AereHepaluuu MUo-
IIMTOB PacCMaTpPUBACTCSI CETOMHSI KaK COMHUTEIbHASI
npuurHa BBC u, Kak nmpaBuio, He UMeeT CeMEHHOTo
aHaMHe3a. B 2Tmx ciydassXx MHMOIIMTHI OKa3bIBAIOTCSI
CMEIICHHBbIMU, HO HE 3aMEIeHHbIMU U HE HMEIOT
CTPYKTYPHBIX aHOMaIuii, B oimuue ot AJITT2K, korna
MPOCJEXKUBAIOTCSI JereHepaTUBHbIE U3MEHEHUsT Kap-
ITMOMUOLIMTOB U SIAEP.

Takum obOpazom, st Oojiee OmMpeAeeHHON aua-
rHoctuku AJITT2K moMuMo XupoBoii MHMUIBTpaLUU
HEoOXOAMMO HalW4yKhe COEAMHUTEIHbHOTKAHHOTO 3a-
MEIIeHUS U JeTeHepaTUBHBIX M3MEHEHU CaMUX MUO-
1uToB. Takum 0O6pa3oM, CTAHOBUTCSI MOHSTHOI HEOO-
XOIVMOCTh MCITIOJIb30BaHUS TUATHOCTHYECKUX METO-
MWK, CIIOCOOHBIX OTpaxkaThb HE TOJIBKO KHUPOBEIC
OTJIOKEHMSI, HO I HAJIMYME COSAMHUTETbHOM TKaH!, —
K TaKOBBIM OTHOCHUTCS, B YacTHOCcTH, MPT ¢ KoHTpac-
TUPOBAHUEM TaIOJIUHUEM.

TouHO Tak ke OTHIONb HE BO BCEX CIIydasiX MOXHO
yrBepxkaaTh, 4To ciydau BCC y GonbHBIX C BbIpa-
KEHHOW XWPOBOU MHMUIBTpaLIMEl BCErga CBSI3aHbI
¢ HammuueM AJITTK (Davies H., 1999). B mpotuBHOM
clly4yae ciiefoBajio Obl OXKUJIATh 3HAYUTEJBHOTO pPOCTa
yucna ciydaeB BCC, cBazannoit ¢ AITXK, kak 3T0
OBLIO OIMKMCAHO B OJJHOM 13 UCCJICOBAHU, BHITTOJTHEH -
HbIXx Bo @panumu (Tabib A. u coast., 2003). B reHo-
TUNMpoBaHHBIX ciaydasgx AITTXK (oOycaoBIeHHBIX My-
TalUSIMU T€HOB, KOAMPYIOIINX MPOTEUHBI IECMOCOM)
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TpU aHAJIN3e ayTOTICUITHOTO M OUOTICUITHOTO MaTepu-
ajia ObLIM BBISIBJICHBI OMBEHTPUKY/ISIPHBIC U3MEHEHUS,
TUNWYHAS XUpoBast U (hudbpobiacTHasgs UH@UIBTpa-
s, JereHepaTUBHbBIC M3MEHEHUs KapAUOMUOIIMTOB
u aHoMmanuu ux snep (Bauce B. u coast., 2005; Flitc-
her A., 2006). Kak npaBujio, B 6ojiee MOJIOAOM BO3-
pacte spye BbIpakeHa (GuOpobIacTHass UHMUIBTpa-
LMSI, B CTapIIMX BO3PACTHBIX TPYIIIaX — XKUPOBas
UHGUIbTpaLs.

B oTimmume oT yKa3aHHBIX TeHETMYECKUX BapHaH-
TOB aHoManuit necmocoM nipu AJITTK, npu aedpekrax
TeHOB, PETYIMPYIOINX PUAHOIWMHOBBIC PELIETITOPHI 2
(BapuanT AJITTXK 2), cBA3aHHBIX C TIeperpy3Koii MoHa-
MU KaJbIUsI U Pa3BUTUEM CTPECC-UHAYIIMPYEMOU Ke-
nygoukoBoit taxukapauu (KT), mmeroTcss o4yeHb
ciepXkaHHbIE U3MEHEHMST MUOKap/Ia XeJTyTOYKOB (MJIH
K€ TIOJIHOE OTCYTCTBUE CTPYKTYPHBIX aHOMAJMIA).
OnHaKoO OTHOCSITCS JIU JaHHbIE BapUaHTHI 3a00jeBa-
Husa k AJIITXK, ocraercs coMHUTEIbHBIM. B 4yactu
TaKuX cllyyaeB OTMeUeHbI crielpuieckre Mopgoo-
TUYECKUe TIPU3HAKKN — OTJIOXKeHME (pocdaTa KaIbIIns
B KapAMOMUOLIUTAX.

Takum obpazoM, naHHbii BapuaHT AJITT2K mMoxeT
paccMaTpuBaTbhCsl Kak KaHaJIonaTusl ¢ BTOPUYHBIM I10-
paxkeHNEeM KapIMOMUOLIMTOB, CBSI3aHHBIM C HAJMJI-
€M COOTBETCTBYIOIIEN T€HETUYECKOU MYTaLIMU.

Cymmupys npedcmaesnentole 0aHHble NEPEbIX HAONI0-
denuil, duaeHocmuyeckue Kpumepuu, onvim, HAKONAeH-
HbLL 8 pe3yabmame COCMABAEHUS Peucmpos 004bHbiX
¢ AIAIIK u pacnoaaearowuil 3Ha4umenvHoIM HUCAOM
KayecmeeHHbIX Memodo8 uccaedo8anus, OONbUUHCMEBO
uccaedosameneil NOOUEPKUBAOM POAb 2eHEMUYECK020
Kapmuposanus. B mo dce epems 8axicHo NOMHUMb 00 UH-
dusudyanvHocmu eHomunu4ecKux nposiéaenuil 3abone-
8aHUs, ONPeOeAsOWUX 6 3HAYUMENbHOI CMeneHu npo-
2H03 3a001e6aHUS U BAPUAHMbL €20 AeUEHUS.

B sTom miane BaxkHo nuddepeHuuponatb ALK
U Tak Has3biBaeMyio uduonamuueckyio KT, vucxons-
1y U3 BeIBogHOro Tpakra IT2K m mMmeromryio, Kak
MPaBUI0, OTHOCUTEIBLHO OJarONPUITHBIN TTPOTHO3
TIPU OTCYTCTBUU CEMEHBIX (POPM U XOPOIIIHNE Pe3yIb-
TaThl KaTETePHOI abiaiuu, BecbMa MpoodeMaTUIHOMN
metonuku y 6osibHbIX ¢ AJITT2K. Hanbonee yacras jio-
Kajmzauus uauornarndeckoii KT B BEIBOZTHOM TpaKTe
MpaBoOTO, a B psIe CIlydaeB — JIEBOTO XKEJIyIOdYKa,
nmo mMHeHuto A. F. Moorman (2003), cBsizaHa ¢ SIB-
JICHUSIMUA IUCOIMOpHOTeHe3a. dpyruM BO3MOKHBIM
cyoctparom dopmupoBaHus uanornatuueckon KT
SIBJIIETCSl HapyIIeHWe CUMITATUYECKOM WHHEpPBALlMU
COOTBETCTBYIOIIMX 30H. Mcxoas M3 COBpeMEHHBIX
TIpeICTaBICHUI O MEXaHU3Max apUTMUI MPU MAMOTIA-
Tuyeckoi KA BeiiensiioT Tpu BapuaHTa: I — ameHo-
3WH-YYBCTBUTE/IbHBIN BapHaHT, CBSI3aHHBIA C TPUT-
TepHOM aKTMBHOCTBIO U ITO3IHEN ITOCTACTIONSIPU3aLI-
eil; KT oOb1yHO nMeeT MOp(OJIOruio OJI0KAbI JIEBOI
HOXKM Trydka Iuca, mpoBouupyercst (pU3nIecKoi

Harpy3koit 1 maayuupyercs rmpu DPU; 11 — mporpa-
HOJIOJI-3aBUCUMbIA BApUAHT, BO3HUKAIOLIUIA 110 MeXa-
HU3MY TOBBIIIEHHOTO aBTOMaTWU3Ma, MOXET HMETb
pa3IMuHy0 MOPGOJOTUI0 U MHIAYLIMPYETCS BBEICHU-
eM KaTtexosiaMuHoB; II1 — BepanaMui-3aBUCUMBIi Ba-
puanTt nauoratrudeckoii KT, odyciioBieH nHtpadac-
LMKYJSIPHBIM PUEHTPU, 4acTo MMeeT MOPQOJIOTUIO
OJIOKambl TIpaBO HOXKM Mydka [¥ca, MHIyLMpyeTcs
npu DPU. Tlpu upnomarmyeckoii KT Hambosee
pactipocTpaHeH | BapMaHT, CBSI3aHHBIN C pa3BUTHUEM
MO3AHEN MOCTALIONSIPU3ALINU.

Jnarno3 mamnonartudeckoir KT u3 BBIBOOHOTO
TpakTa CTaBUTCS MOCJIEe UCKITIOUEHUST IPYTUX HO30J10-
ruyeckux popM. 3HauuTeIbHasl pOJb OTBOJAUTCS DXO-
Kapauorpaduu 1 MPT, koTopble B psie ciaydaeB BbI-
SIBJISIIOT HEOOJIbIIIME U3MEHEHHS MPaBoOro XKeJayaouKa,
yallle CBOOOIHOM €ro CTeHKU, 0€3 MPU3HAKOB XXUPO-
Boil nHpuapTpanuu. Kak mnpaBuio, sHAOKapauaib-
Hoe KaptupoBaHue mpu wunuornarudyeckoni KT He
BBISIBJISIET BhIPAXKEHHBIX aHOMAIUA, B OTJIUUYME OT CJIy-
yaeB AJIIT2K, xorma perucTpupyoT HU3KOAMIUIATY/I-
Hyl0, (bparMEHTUPOBAHHYIO BJIEKTPOrpaMMy, CBUIE-
TEJBCTBYIOIIYI0O O HAIMYMHU «pPyOILIOB», aHAJIOTUIHO
TOMY, KaK 3TO IPOMCXOJUT B Psilie CaydyaeB y OOJbHBIX
MBC. Ucnonw3oBanue cucrembl CARTO, obecnieun-
BaloOIIEl TPEXMEPHOE DJEKTPOaHATOMUYECKOEe KapTH-
pOBaHUe, TAKXKe MO3BOJISIET OMPEAeISATh NaTOJOrnyec-
kuii cyocrpar npu AIITXK. MHTepecHO, 4TO U B 3TOM
rpyImie OOJBHBIX C WIMOTATUYECCKUMU apUTMUSIMU
aHoMmaJiuu, BhIsiBJIeHHbIe Tipu MPT, B coBoKymHoCTH
C MO3AHUMU TOTEHLIMAJaMU KeJTYI0UYKOB SIBISLIUCH
MIPEeINKTOPaMU HeOJIarOIPHUSTHOTO pe3ysbTaTa KaTe-
TepHbIX abnauuii. OgHAKO MHTEpIpeTalus JaHHbIX
MPT, B ToM uncie HaIuuue XUPOBBIX OTIOXKEHUIA,
4yacTo NaeT M30bITOUHOE YMCJIO JIOKHOMOJOXUTETb-
HBIX 3aKJIFOYCHUI 0 HAJTUIUH CTPYKTYPHBIX aHOMAJTHIA
I12K, tpaktys atu ciaydan Kak AJITTK. ITo cBogHBIM
JIaHHBIM O pe3yJibTaTax KaTeTepHoi abjaluu uaMomna-
tuyeckoii KT, BeimonHeHHo# K 2007 1. y 701 60J1bHO-
1o, 3(HEKTUBHOCTH 3TOM MPOLEIYpPhl Y TaHHOM KaTe-
ropuu OOJIBHBIX JTOCTaTOYHO BBICOKASI M JTOCTUTAET
82—100%, cocrasiss B cpeaHeM 93%.

6. IITIPOI'HO3 U ITPEINKTOPLBI
HEBJIATOITPUATHOI'O TEHEHUA
3ABOJIEBAHUA

Yacrtora AJIITK B ob11eit ctpyktype BCC Hensse-
CTHA, HO OOJIBIITMHCTBO aBTOPOB CUYUTAIOT, UTO JAHHOE
3abosieBaHME SIBSIETCSI MIPUUYMHOM (DaTaabHBIX COOBI-
il y 15—25% BHe3anmHO yMepIUMX JIMI[ B BO3pacTte
1o 35 net. Y 6onbHbIX crapiie 65 get AATTK, Bo3mox-
HO, SIBJISIETCS INPUYMHON cMmeptu B 3—20% ciydaeB
(Hulot J.-S., 2005). ITo manusiM D. Corrado (2003),
€XeTOIHBIN YPOBEHb CMEPTHOCTH ITPU 3TOM 3a00JIeBa-
HMU cocTtaBisieT oT 2,3 1o 4%. [lpu sMmupuveckoii
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aHTUaputMuudeckoi tepanuu (AAT) ypoBeHb cMepT-
Hoctu B pesyabrare AIIITXK cocrasnsier okoso 2,5%
Bron (Marcus F., 2007). D. Dalal u coasr. (2005), aHa-
qu3upys naHHble 100 OOJMBHBIX, HaOIIOZAEMBIX
B CIIIA u BritoueHHbIX B peructp AIITXK B 1998 r,
TIPUBOMIAIT CIEAYIONINE CBEACHUS: TIPU aHAIM3€E aKTy-
apHOI BBDKMBAEMOCTH TPU CPOKax HAOJIOACHUS 10
40 Mec OT KapAauadbHBIX MPUYMH ToTHONM 32 U3
100 GonbHBIX (B OOJBLIMHCTBE CJIydyaeB 3aperucTpu-
poBana BCC u cyliecTBeHHO peke — IIpaBO- WM OM-
BEHTPUKYJISIpHASI HEAOCTATOYHOCTD); V 24 MallueHTOB
u3 31, y Kotopbix mpoBoawiach ayroricusi, BCC siBsi-
Jlachb TIEPBBIM CUMNTOMOM 3a00JieBaHUsI, U TOJbKO
3 JleTajbHBIX UCX04a HAOIIOOAINCH Cpeau TeX 69 6ojib-
HBIX, Y KOoTopbIX nuardo3 AJITXK 6su1 moctaBieH npu
xku3Hu. Cnyyau BCC, kak npaBuio, BO3HUKaAIU y 00-
Jiee MOJIOABIX TAIlMEHTOB, a MPOTPECCUPYIOIIast cep-
JedHas HEIOCTaTOYHOCTh — B 0oJjiee CTapIIMX BO3-
PaACTHBIX TPyINax. DTU G PHI He TTO3BOISIIOT CINTATh
ectecTBeHHOE TeueHre AIITT2K 61aronpusiTHbIM.

OnHa 13 IaBHBIX 3a1a4 B tedennu ALK 3aximo-
yaetrcsl B mpenotrBpaiieHuun ciyyaeB BCC. Bwmecte
C TEM CEeTOIHS B JIMTepaType He MpPeacTaBIeHBI KPYII-
HbI€ TPOCIEKTUBHbBIE KOHTPOJUPYEMbIe MCCIIeI0Ba-
HUS, aHAIM3UPYIOIINe 3HAYeHUE TeX WJIM WHBIX BO3-
MOXHBIX ee MpeaukTopoB. bonee Toro, cnyyan BCC
MOTYT SIBUTBCSI TIEPBBIM IIPOSBICHHEM 3a00JIcBaHUS
y paHee aCMMIITOMHBIX JIMII MOJIOIOTO Bo3pacTa. B To
Ke BpeMs Bce, W Jaxke acCUMIITOMHBIEC, MAallMEHTHI
¢ AIITXK oTHOcaTCS K TpyIIie pucKa pa3BUTHUS ha-
TaJbHBIX apuT™Muii. OrpeneieHre (GakTOpoB pHCKa
Ipu JaHHOM 3a00JIeBaHUM OOBIYHO OITMpaeTCs Ha
JNAaHHbIE PETPOCIIEKTUBHBIX HAOJIONEHUI, a TakXke
aHanu3 ciydaeB BCC y MOJOABIX JIUI] ¥ CIOPTCMEHOB.
Kak mnpaBuio, HauboJjblias OMACHOCTb yrpoxkaer
JINIIaM MOJIOIOTO BO3pacTa, 3aHMMAIOIINEMCS COPEB-
HOBATEJbHBIM CIOPTOM, UMEIOIIUM OCIOXHEHHBIN
CEeMEIHbBII aHaMHe3, 3HAaYUTeIbHbIE TTIOpakeHUs TIpa-
BOTO XeJyI0uKa CO CHMKEHUEM ero HaCOCHOM (DyHK-
IIMA ¥ BOBJICUEHWEM B TATOJIOTMYECKUI TIpoliecc
JIEBOTO XeIymIouykKa, ¢ MaHU(ECTUPYIOIIMMHI U3MEHEe-
Husmu Ha DKI, B ToOM 4uclie aucrepcueil KoMriekca
ORS 6onee 40 mc (cM. BBIIIE), TTEPEKUBIIUM CHHKO-
MaJbHbIE 3MU30/Ibl MJIK OCTAHOBKY KPOBOOOPAILIEHMSI,
CBSI3aHHBIC C Pa3BUTHEM XeJIyIOUYKOBOM TaXUKaPINH,
nHayuupyemoii ipu DPU. TTo gaHHBIM psiia aBTOPOB,
HaMOOJIbIIIeH MPOTHOCTUYECKOM IIECHHOCTBIO 00Iama-
0T KOMOMHALIMY MPU3HAKOB — COYETAaHUs SIU300B
croHTaHHBIX 2KT 1 TIpaBo- 1/MIH JIEBOXEITYIOYKOBOM
JTUCHYHKLIWU.

7. IPUHLAIIBI JEYEHWA AITIK

Kak mpaBuiio, pUHSTHIE MOIXOABI B JICYCHUU
AJIITK ocHOBbIBalOTCS Ha AAaHHBIX OTHOCHUTEIbHO
HEOOJIBIIIOTO YKCIIa PETPOCIIEKTUBHBIX HAOIIONCHUIA,

JTaHHBIC PAaHIOMM3NPOBAHHBIX NCCIICIOBAHMIA, a TAKKE
pe3yabTaThl 00padoTKM peructpoB 60sbHbIX ¢ AJITT2K
He TpuBoOmATCS. Ha paHHMX cragusx 3a00JieBaHUS
nauneHTsl ¢ AJITTXK He orpaHuyeHbl B (PU3MYECKOI
AKTUBHOCTH U 3aHSTHUSX CITOPTOM, KOTOPBIE HEPEIKO
«3aIycKamT» pa3BuTue aputMmuii. [TockonbKy 3avac-
Ty 2KA MHIYLIMPYIOTCST KaTeXOJJaMIUHAMM, OOJTbITNH-
CTBO aBTOPOB PEKOMEHMIYIOT HazHadeHue B-00KaTo-
pPOB U OrpaHWYEHME 3HAYMTEIbHBIX (DU3NYECKUX Ha-
rpy3ok. B Tocrmemyiomem HacTymaeT HapylIeHHE
BEreTaTUBHOM Peryssiliuy, aHOMaJlbHasl alpeHepruye-
CKas CTUMYJISIIINAS ¥ CHIDKEHUE TIOTHOCTH pacIipelie-
JIeHUsT B-aApeHepruyeckux peLernTopoB B MHUOKap/e
no gaHHbIM T1DT. C Bo3pacTom 3abosieBaHKe MpOrpec-
cupyet, KT meHbIle nHAYUMpYeTcsl (PU3NIECKO Ha-
Ipy3Koil M yale BO3HMKaeT B Mnokoe. CoBpeMeHHbIN
apceHas cpeacTB JedeHust oonbHbIX ¢ AJITT2K BrITIoua-
eT aHThUapuTMHuueckue npemnapatbl (AAT), KaTeTepHYy1Io
abnanuio, MMILIAHTALMIO KapauoBepTepoB-aeduo-
PWIISITOPOB M pa3IMUHbIe BAPUAHTHI XUPYPIUUECKOTO
nocodus (0T JIOKaIM30BaHHBIX BMELIATEIBCTB 10 00-
IIUPHBIX «U30JUPYIOLINX» TIPOLIENYpP), a TAKXKe UX CO-
yetaHus. AAT neiicTBeHHbI M OTHOCUTEJIbHO Oe3omnac-
HBI B I'PYIIe HU3KOTO prcKa, Kak IMpaBuiIo, IIpu dojee
memieHHor KT (¢ mmHOi nmkia okoio 325 mc).
Hawnbonee >¢p@GeKTUBHBIM, MO-BUANMOMY, SBISIETCS
cotajon (68% ycriexa) WK XXe codyeTaHue KOpaapoHa
u [-6;10KaTtopa. ABTOPBI MOAUEPKUBAIOT 1ieecoo0pas-
HOCTh 3JICKTPO(PU3NOIOTUISCKOTO WMJIM HEWHBA3HWB-
HOTO (XOJTEPOBCKOE MOHUTOPHMPOBAHNE, BO3MOXKHO,
B COYETAaHUU C HATPy30YHOU ITPOOOIT) TECTHMPOBAHUS
AAT. Tlpu orcyrctBUM 3(PpdeKTa OT MCIOIL30BAHUS
coTajiofla PeKOMEHIYIOT MepexoauTh K Hedapmako-
JIOTMIECKMM METOIAM JICUeHUs 0e3 MaTbHEHIIero ce-
PUITHOTO TECTUPOBAHUS IPYTUX CPEJCTB.
Hedapmakomornueckiue METOOBI JEUCHUS BKITIO-
YaloT XUPYPrudeCcKyIo N30JISLMI0 apUTMOTCHHBIX 30H,
KaTeTepHbBIC METOANKU 1 UMITJIAHTHPYEMbIE YCTPOICT-
Ba. Tak, G. Fontaine, oguH 13 aBTOPOB IEePBBIX OIU-
canuit AIITTK B Mupe, olleHUBas ICTOPUIO BOIPoOCa,
ITUIIET 00 OMBITe AHTUAPUTMUUECKOU XUPYPTrUun (BeH-
TPUKYJIOTOMHUM), UCMOJIb3yeMOii UM B Tiepuon ¢ 1973
o 1980 . y 15 6ompHBIX ¢ peddpakTepHbiME KT, 3atem
IIOCTYITHBIMU CTaJIM KaTeTepHbIE MTPOLIEAYPHI U (PYiIb-
rypaiysi apuTMOTEHHBIX 30H, KOTOPBIE aBTOPBI IIPH-
MeHUIU y 27 60abHbIX B Tiepuof ¢ 1983 mo 1992 1. Ox-
HaKo TaHHAas MeTOAMKa Hecia B cebe OITacHOCTD OITpe-
JIeJICHHBIX OCJIOXXKHEHU. B HacTosiiee BpeMsl aBTOPbI
HCITOJB3YIOT METOAMWKY pagrodacTOTHOM abialnu,
COIPOBOXKIAEMYIO TIPM HEOOXOAUMOCTH (PYJIbrypaliu-
el aputmoreHHbIX 30H. C 1992 nmo 1999 r. maHHbII
MPOTOKOJI MCITOJIb30BaH Yy 23 0onbHBIX. [TokazaHuem
K TIPOBEICHUIO JAHHOTO METO/IA JICUCHUST CTaTN HaJIU -
yue pedpakrepHoit K AAT (kKopmapoH 1utioc 3-01oka-
topbl) KT, unu yacteie paspsasl MKBJ, uim xe ot-
cyrcTBUe a(ddekTa oT paHee TpoBeaeHHON PYA.
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G. Fontaine u coast. B 2007 . coo01IWIN O pe3yJibTa-
Tax JEYeHUsI C UCIOJIb30BaHNEM YKa3aHHOTO MOIXoaa
y 22 OOJIBHBIX, OTICPUPOBAHHBIX B TEUCHUE TTOCICTHIX
6 ner. M3onupoBanHas mpoueaypa PYA aputmoreH-
Hbix 30H IT12K okaszanach apdekTuBHoit B 60% ciyda-
eB. Dynbrypaius KMCIIOJb30BaHa Kak 2-s Mpoleaypa
nocye HeabdekTuBHol PYA (Bcero ot 17 no 34 Bo3-
IeWcTBUiA) eme y 9 manneHToB (0T 2 10 8 pa3psimoB).
ITo naHHBIM 3TUX aBTOPOB, NaHHBINM MOAXO] OKa3ajcs
3G GeKTUBHBIM ¥ 21 001bHOTO; 1 GOIBHOM, ¥ KOTOPO-
ro He ObLIO JOJKHOTrO 3¢deKkTa OT KaTeTepHbIX Mpo-
LIeAyp, BIOCICACTBUM TIEPeHEC XUPYPrudecKoe BMeE-
11aTeJbCTBO. B oTnaneHHOM nepuoe, mMpocaekKeHHOM
y BCeX OOJIbHBIX, KAKUX-TMUOO OCJIOKHEHU U CyvyaeB
BHE3aITHOI CMEPTHU He OTMeUeHO. JIBoe O0bHBIX UMe-
1 HU3Kyo @B JIK, cBsi3biBaeMyIo aBTOpaMH C TIepe-
HECEHHBIM MMOKapAuTOM. TakuM oOpa3oM, 3¢ dek-
TUBHOCTb MpeajlaraeMoii «KOMIIJIEKCHOW» CHUCTEeMBbI
KaTeTePHOI'0 BO3IEMCTBUS COCTaBIIIa OKOJIO 95%. AB-
Topbl oTMeyvaloT, uto KT, ycroitunBsie kK PYA, moryt
ObITh 3(P(PEeKTUBHO YCTpPaHEHBI SIIMKapINATbHON
PYA, BoinonHsieMoit 63 MCKYCCTBEHHOTO KPOBOOOpa-
meHus. Tem He meHee, MKBJI 6bu1n uMmuiaHTupoBa-
HBI 9 OOJIbHBIM.

[MpumepHO 06 aHAJIOTUYHOM YPOBHE ycIiexa KaTe-
TepHbIX Tipouenyp (80—90%) coobiaercs U HEKOTO-
pbiMu npyrumu aBtopamu (Marchlinski E u coasr,
2004; Manaka T., 2005; Soejima K., 2004). OmgHako
OOJIBIIIMHCTBO aBTOPOB, aHAIM3UPYIOLINX JaHHBIE pa3-
JIMIHBIX perucTpoB 60JbHBIX ¢ AIITT2K, He cToab onTH-
MMCTUYHBI B OTHOIIICHUY BO3MOXKHOCTE KaTeTepHBIX
MIPOLIEAYP, ¥ 3TO HEYIUBUTEIHHO, YINUTHIBAS 37I0KaYe-
CTBEHHBII, TPOrpeCcCCUPYIOLINI XapakTep 3a00eBaHUsI
M BBICOKMII pHMCK BHe3armHoii cmeptu. Tak, D. Dalal
1 coanT. (2007) nMpuBOAAT JaHHbBIE PETUCTPA KIUHUKU
John Hopkins, Hayajio KOTOpOMY OBLIO MOJOXEHO
B 1999 r. lmarHoctuyeckuM kputepusm AJITTXK coot-
BETCTBOBaIN 24 mauueHTa, KOTOpble MEPEHECIN OIHY
npouenypy PYA wmnum 6Gonee (Bcero 48 mpouenyp
y 24 6onbHbIX 13 28 1ieHTpoB CILIA; y 6 maliMeHToB 1c-
TTOJIb30BaHO 3JIEKTPOAHATOMMYECKOE KapTUPOBAHME).
KT 6onee 1 Mmopdosornu MHIYLIMPOBaHHI B 77% mpo-
uenyp. [Tocie PYA 2KT ynaBanoch mHayuupoBath B 11
nu3 48 mpouenyp (23%); MONHBIA ycrieX HaOromacs
nocie 46% BMelIaTeIbCTB, YaCTUYHbIA — B 31%. Onu-
CaHO OAHO rpo3Hoe ocioxkHeHne PYA — cMepTebHbI
HUCXOO B pe3yJibTaTe WHIYKIUW TeMOIWHAMUYICCKH
KpaitHe HectabunbHoli KT. B oTmareHHoMm mepuone
(B cpokm 32136 mec) peumaus KT passuics nmocie 40
u3 48 nipoueayp (85% !), peLiarBbl BO3HUKAIU B CPEI-
HeM yepe3 8t 10 mec mociie Kaxaoi abiaauuu. Takum
00pa3oM, 3TU aBTOPHI HE OTMETUJIA 3HAUUMBIX Pa3jIu-
Yuii B OTHAJIEHHBIX Pe3y/ibTaTax U ypOBHE CMEPTHOCTH
y OOJIBHBIX B 3aBUCMMOCTH OT IIEPBOHAYAJILHOTO yCIIe-
Xa WIK HeYJAauyd paJuovyacTOTHOM abialud — KyMyJisi-
TUBHAsI BBDKMBAEMOCTb OOJIBHBIX M OTCYTCTBHUE apUT-

MUl B OTHAJIECHHOM TIEPUOJIe OKA3aJINCh YPE3BBIYAITHO
HU3KMMHU HE3aBUCUMO OT ITIePBOHAYATILHOIO Pe3y/IbTa-
Ta U COCTaBWJIM Bcero yiniib 50% depes 5 mec HaOIIIO-
neHus u 25% — depes 14 mec. Mcnonb3oBaHue 3J1€KT-
pOaHATOMUYECKOTO KapTUPOBAHUsI, PaBHO KaK U TO-
BTopHble PYA, Takxke He TO3BOJMIM YJIY4IIUTH
pe3yabTaThl polenyp. B ornanennom nepuoae MKB/I
OBUTM MMIUIAHTUPOBAaHbLI 14 OOJBHBIM; 2 TallMeHTa
C HeKypabeJbHaMU apUTMUSIMU TIEPEHECIU OIepaluio
repecagky cepaiia. TakmM oOpa3oM, aBTOPBI 3aKITIO-
yunu, 4yto kKartetepHas aonauus KT y OOJIbHBIX
¢ AIITT2K accouuupyeTcsi ¢ BBICOKMM PUCKOM PEeLUIN-
Ba, a TiepBoHavajabHbIi yeriex PUA He siBasieTcs 3aj10-
TOM OTCYTCTBUSI apuUTMUII B OTHAJEHHOM TIEpUOJE.
AHaJIOTMYHbBIC TaHHBIE O BHICOKOM YacTOTEe PEIIMINBOB
aputmuii ocie PUA y 6onbHbix ¢ AATTK nmpuBoast
Reithmann u coasr. (2003) — 40% Bo3BpatoB KA
B cpenHeM yepe3 7 mec, A. Verma u coanT. (2005) —
47% peurauBOB apuTMUiL yepe3 3 roga. YeM MOXHO
OODBSICHUTb TAKOU 3HAYUTENbHBIN pacOpoc TaHHbBIX 00
3¢ GEeKTUBHOCTH M OTHAJICHHBIX penrnnBax KA mocie
KaTeTepHbIX abaanuii y 6oabHbIX ¢ AJTTK? TTo-Buan-
MOMY, Pa3HBIM ITOA00POM OOIBHBIX, B pa3HOU CTETICHN
COOTBETCTBYIOLIUX ITPeaaraeMbIM KPUTEPUSIM, pa3iiu-
YyUsIMU B MeTopoJjioruu TpoBeneHuss PYA B pasHbIX
LIEHTPaX, OOBEAUMHEHHBIX B OAMH PETHUCTP, a TaKXkKe
2JIEKTPO(PU3UOJOTMYECKUMU OCOOEHHOCTIMU KA —
B IIEPBYIO Ouepelb BO3MOXHOCTBIO UX WHIYKIIUHU
u KaptupoBaHus rpu DDOU.

TeHIeHIIUM TIOCIETHETO NECITUJICTUS B JICUCHUU
0onbHBIX ¢ AIIITXK cBs3aHbI ¢ Oojiee aKTUBHBIM MC-
noab3oBaHueM MKBJl u Oojiee penkumu ciiydassMu
HU30JIMPOBAHHOI aHTUAPUTMUYECKON Teparuuy 1 KaTe-
TEePHOI abIalliy, XOTSI paHIOMU3UPOBAHHEIC CPABHU-
TeJbHbIE UCCAENOBAHUS Pa3HBIX METOMIOB JICUECHUST He
MMPOBOAMIINCE. [10 JaHHBIM psiia UCCIeIOBaHUMA, M-
mnantanus MKB/I y naHHOI KaTeropun 00JbHBIX Cy-
IIECTBEHHO CHIXAET YPOBEHb BHE3AITHOW CEepeUHOIM
cMmepTHOCTU. [1pu oTO0Ope OONMBHBIX IS UMIUIAHTALIUT
MKB/ B mepByto ouyepesib OPUECHTUPYIOTCS Ha COOT-
BETCTBYIOILIME MPEIUKTOPHI HEOJArOMPUITHOTO Teue-
HUST 3a00jieBaHMSI, Hauboyiee BaKHBIE M3 KOTOPBIX
CBSI3aHBI C MWIATAllC M CHIDKEHUEM KOHTPAKTUJIb-
Hoii cmocooHoctH TT2K, BoBaeueHMEM B maTooruyec-
kuii ipouiecc JIK, Hanuunem B aHamHe3e KT u onpe-
NEJIEHHBIX 3JIeKTpoKaparorpaduyecKux MapKkepos.

OTMeTHM TakxXe, YTO MIPUINHOMN JICTATbHBIX UCX0-
0B (2—4% B TOI) CTAHOBSIITCSI HE TOJIBKO (paTajbHbIE
aputMuu u ciyyau BCC, HO u mporpeccupyromias
cepaeyHasi HeAOCTaTOYHOCTh, MPUYEM MMILIaHTaIMsI
MKB/ cniocobHa CylleCTBEHHBIM 00pa3oM MEHSTh
XapaKTep €CTeCTBEHHOTo TeueHus1 3aboneBaHusd. Co-
[JIACHO TIPEJICTABJICHHBIM B JINTEPAType CBEICHUSIM,
aZieKBaTHbIE paspsiibl AeUOPWILIATOPA BO3HUKAIOT
y 40% O6ompHBIX ¢ AATTXK, mMeommxX CIIOHTaHHBIE
UMM WHAYLIAPYeMble TEMOAMHAMUYECKU HECTAOUIIb-



JIEKLUNN 21

Heie KT. AkTyapHas BBDKMBA€MOCTb Y 9TUX OOJIbHBIX
nocae umriantauuu MKBJI octaercst BBICOKOI, UTO
B OIPENEJICHHOW CTEMeHU MOATBEPXAAeT TUITOTE3Y
0 CIMOCOOHOCTH MMILIAHTUPYEMBIX YCTPONCTB IIPO-
JUISTh XXU3Hb 00JbHBIM JaHHO# Kateropuu. K 2007 .
B JIUTEpaType MpeACTaBlieH ONbIT JieueHus 303 mauu-
eHToB ¢ AJITT2K, HaGoAaBIIMXCS B pa3IMYHbBIX LIEHT-
pax u IepeHeclIrx ornepauuio uMmruiaHtauuu MKB/I
I BTopuuHoi (rociie anuzonoB BCC, ycToitunBoii
XT wnmm cuHKOIE) WM TIepBUIHON (TIPY MHOYKIINHT
KT npn DPU unm oCca0XKHEHHOM CEMEMHOM aHaM-
He3€ Y pOACTBEHHUKOB 1-1i cTeneHu poacTBa) Npodu-
naktuku BCC. JleranbHble UCXOABI B 3TOI CBOIHOM
rpyrnie 00JbHBIX OTMEUEHBI B 26 ClIydasix, aaeKBaTHbIE
paspsabl  AeUOPUIISITOPOB  3aperucTPUPOBAHBI
y 48—78% GoabHbIX. [1alleHTHl ¢ TeMOIMHAMUYECKH
crabusbHOI KT uMenu cyuiecTBEHHO JIydlline MoKa-
3aTe/Id BbKMBAEMOCTU U OTCYTCTBUSI CIOXHBIX KA,
yeM OOJIbHBIC ¢ HECTaOWIHHON TeMOTMHAMUKON MPU
KT, cuHKomajJbHBIMU 3MU30JaMU WU CJydassMu
BCC B anamnese. B omgHoi1 m3 Hambosee KpYITHBIX
WU IJUTEeNbHBIX cepuil HaOmoaenuii T. Wichter (2004)
coo0111aeT 00 yJIyyllIeHUU BBKMBAEMOCTH yepes 1 rom,
3roga v 7 JIeT HAOJIOAEHUS MOCJIe WMIUIaHTalluu
UKB/ cootBercTBeHHO Ha 23, 32 u 35%. HaubGoiee
4yacTo TepPBblil afeKBaTHbIN pa3psia ObLT 3aperucTpu-
POBaH B CPOKU OT 4 Mec A0 3 JIeT Mocjie UMILIaHTaUun
MKBJI. B 6onbIIMHCTBE clydyaeB ajeKBaTHBIE pa3psi-
JIbl BO3HUKAJN Y O0JbHBIX, MOJyYaBIINX aHTUAPUTMU -
YyecKue IIperaparhl, YTO TaKKe MOATBEpXKIaeT Oojiee
BBICOKYI0 9(D(EeKTUBHOCTh JAHHOTO Moaxoaa. B oTHo-
CHUTEJIbHO OTHOPOMHOI (C TOYKM 3peHUS TeHETUJeC-
KMX MEXaHM3MOB) TPYIIIe MepBbIi pa3psia Mo MOBOAY
«obIcTpoii» KT ObuLT 3aperucTpupoBaH B TOT K€ Bpe-
MEHHOM TEPUO, HAa KOTOPBIN MPUXOAUINCH JIE€Talb-
HBIE MCXOIBI IIPU €CTECTBCHHOM TEUEeHHUHU 3a00JIeBa-
HUSI B KOHTPOJIbHO TpYIIIeE.

Hctonuenue crenku 12K npu AJITTK taut B cebe
MOTEeHIIMAJbHbIE OMACHOCTH MpPHU IPOBEACHUU OIle-
pauuu umrutantauu MKBI — nmepdopauuu, Hapy-
meHue (YHKIUU YyBCTBUTCIBLHOCTH, CTUMYJISIIAU
U JepuopuLIaIMKU. BoIbIIMHCTBO aBTOPOB OTMEYaloT,
YTO TEPUOIIECPAIIMOHHBIC CIIyyau JICTAIbHBIX MCXOIOB
ypesBblyaiiHo penku. [Mepdopauus y 6oabHbIx ¢ KB/
Habmonaercst B 0,6—5,2% ciydaeB, OMHAaKO NaHHbBIC

0 MOJOOHBIX OCJIOXKHEHUSIX Y 00JbHBIX ¢ AITTK B no-
CTYIIHOM HaM JiTeparype He mpuBonsarcs. Ilpu um-
IUTAHTALMH 3HI0KApANAIBHOTO XKEIYIOYKOBOTO 3JICKT-
polma ISl TOCTUKEHUSI HEOOXOTMMBIX ITOPOTOB CTH-
MYJISIIAM U 9YBCTBUTEIBLHOCTH, KaK 3TO OTMEYaloT
OOJIBLLIMHCTBO aBTOPOB, HEOOXOAUMO OIIPEASIUThH 30HY
C aZeKBaTHOM aMITINTYIOM R-BOJIHBI M WICITOIb30BaTh
BKpYYMBaIOIIMecs 31eKTpoasl. [IporpeccupoBanue 3a-
OoJsieBaHUSI C BhIpaKeHHOM (PpUOPO3HOI U KUPOBOI MH-
dusrpanell MuoKapaa MOXeT CITOCOOCTBOBATh pas-
BUTUIO BBIIIEYKA3aHHbBIX OCIOXKHEHU; MOJOOHbBIE CJTy-
Yyal OMMCAHBI B OTHAJICHHBIC CPOKM ITOC/IE OIepalin
U BaXXHbI HE TOJIBKO C TTO3ULIMI 00eCcTieueHus aieKBaT-
HOM pa®OThl MMITIAHTUPYEMBIX YCTPOMCTB, HO U YCY-
ryosieHust MophodyHKIMOHANBHBIX U3MeHeHui. Tak,
no maHHbIM C. Wichter, cyMmapHasi yacToTa OCJIOXKHe-
HUM, CBSI3aHHBIX C MMIUIAHTUPOBAHHBIMU 3JICKTPO/IA-
MM, COCTaBJISIET 3a 7 JIeT HabmoaeHmi okoJo 37%.
I[Ipy peTpoCreKTMBHOM aHaiu3e OOJIBHBIX
¢ AIITTZK, HabmogaeMbIX B OMHOM U3 LIEHTPOB, MOKa-
3aHO, 4TO 3(hdexTuBHbIe pa3psabl MKBJ/l Habmio-
namich y 49% 6onbHbIX, y KoTopbix KT ynaBasoch
uHIyuupoBats pu DDU. B rpyrmrme 60JbHBIX C HEWH-
nyuupyeMbiMu KT amekBaTHbie paspsasl MKBII
Habmonanuch B 54% ciydaeB. Takum oGpa3oM, OTpu-
LIaTeJIbHOE 1 TOJOXUTEIbHOE TTPOrHOCTUYECKHEe 3Ha-
yeHnst DPU okazanrch MpakTHUECKH OIMHAKOBBIMU
U cocTaBuId 0K0j10 50%, mpudyeM XapakTep MHAYLM-
pyeMbIX 2KA He MO3BOJISIT IPOTHO3UPOBATh Pa3BUTHE
®XK, nanbonee yactoit mpuunHbel BCC. Takum obpa-
30M, TIpecKa3aTesibHast eHHocTh DDU pu AJTTK
(paBHO Kak ¥ MPH IPYIUX BUIAX KapAUONATHI, 32 MC-
KJII0YEHMEM MIIEMUYECKONW KapauOMMUOIaTUM) CTa-
putcst mmon comHenme (Corrado D., 2003). OmHako
C 3TOU TOYKOU 3pEHUS COIIACHBI TAJIEKO HE BCE UCCIIe-
noBatenu. Tak, A. Roguin u coast. (2004) mpuBoasT
pesynbrathl MU kak Hambosiee JOCTOBEPHBIE Tpe-
IUKTOPBI JadbHeUIIero 3pMeKTUBHOTO cpabaThIBAHUS
MUKBJI. Bmecrte ¢ TeM ajeKkBaTHBIE pa3psiabl UMIUIaH-
THPYEMBIX YCTPOMCTB B 3TOM TPYIIIe BO3HUKAIIA 3HA-
YUTEJIHHO Yalle — okoJio 78% 3a 3,5 roga HaGmoneHus.
Bo3MOXHO, 3TH pacxXoXIeHUsI CBSI3aHbl C 0COOEHHOC-
TIMU 1oa00pa OO0JIBHBIX B pa3HbIX LieHTpax. KimmHuue-
CKHe€ XapaKTEePUCTUKHU, ACCOLIMMPYEMbIE C aleKBATHBIM
cpabateiBanuem MKBJI, ipeacraBieHbl B TAOIULIE.

Kimanyeckue xapakTepucTHKH, acconunpyemblie ¢ anekBaTHeIM cpadarbiBanueM UKB/I o mosoxy KT mm ®2K

ABTOp, TO1I | Yucino 60IbHBIX Knunuueckuii mpusHak | P OR
Corrado D., 2003 132 Bo3spact 0,007 0,77
®B JIZK 0,037 0,94

OcraHOBKa cep/la <0,001 79

ITemoguHaMmuyecku HectadbuabHast KT 0,015 14

HemMotuBHpOBaHHBIE CUHKOIIE 0,07 7,5
Roguin A., 2004 42 Wunykuns KT nmpu DOU 0,031 11,2
BoipaxkenHas nunatauust 12K 0,07 3,41
Myxckoit o 0,11 2,64

AHHAJIBI APUTMOJIOM N, Ne 3, 2008
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Hawn6ospimme coMHEHHS BEI3BIBAIOT BOIIPOCHI M-
manTaiu MKBJI y 6oabHbix ¢ AITTK nis nepsuy-
Houi ipopunaktTuky BCC 1 y poaCcTBEHHUKOB 0O0JIb-
HBIX C OTSTOIIEHHBIM CEMEIHBIM aHAMHE30M, B 3Ha-
YUTEJIbHOM CTETIEHU 3TO CBSA3aHO C HEOOXOAMMOCTHIO
TMOMCKa HOBBIX METOJIOB cTpaTuduKauuu (pakTopoB
pUCKa y TaHHOM KaTerOpUM MalleHTOB U TTPOBEICHUS
TeHOTUTIMPOBaHMSI. Bo3MoOXHBIE (DaKTOPHI prCKa ObI-
JIU TIpeliCTaBJIeHbl BhIIIE, BMECTe C TeM 3abojieBaHue
OTJIMYAETCS IMMPOKOM (DeHOTUTTMYECKOU 1 TCHOTHUITH -
yeckoil rereporeHHocThlo. Tak, B KaHanme omucan
onuH u3 BapuaHTOB AJITIZKS (XpoMOCOMHBIN JIOKYC
3p23), npuBonsumii K BCC y 44% GoJIbHBIX MY:KUMH.
C npyroii CTOpOHBI, 8-JIETHSIST aKTyapHast BEPOSTHOCTD
pazButusl KA y acumnmommubix 4ICHOB CEMbU C HOP-
manbHoi DKI cocraBisier okosno 3% 6e3 ciydaes
BCC (Indik J., 2003). Takum 006pa3oM, BO3MOKHBIC
OCJIOKHEHHMS Y PUCKH MCITOTb30BaHUSI UMIUIAHTHAPYE-
MBIX YCTPOMCTB <«II€PEeBEIINBAIOT» BO3MOXHBIC IIpe-
umyilectna. B 0ojiee cTapbix Bepcusix peKoMeHaauui
ACC/AHA B kxauectBe IIA Kiacca mokazaHmii K HC-
nojbs3oBanuio MKBJI yka3biBaroTCsl TaK Ha3blBaeMble
ceMeitHbIe, YUIM HacCJeICTBEHHBIE (hOpPMEI 3a00eBa-
HUI, K YUCIYy KOTOPBIX OTHOCSITCS, B YaCTHOCTH,
rurepTpodudeckass KapauoIaTus U CHHAPOM YIJIU-
HeHHoro MHTepBasa Q—7. B HOBBIX peKOMeHIALIMSIX
aMEPUKAHCKUX U €BPOIECUCKUX KapIHOJIOTMICCKUX
COOOIIIEeCTB MaHbl HACTaBJACHUS MO CTpaTU(hUKAIIUN
(axkTopoB pucka MU 0ojiee IIUPOKUM IMOKA3aHUSIM
K nmrutantai MKBJI y 6onbHbix ¢ AJITT2K. OnHako
00I1IeTO0 KOHCEHCyca IO IMOBOAY WCITOJb30BaHMS
MKBJI s neppruunoit mpodunaktuku BCC y 6071b-
Hbix ¢ AIITK K HacTosilieMy BpeMEHU NOCTUYb He
ymanmochk. Kak cienyer m3 mocieqHNX peKOMEHIAIIMi
ACC/AHA/HRS 2008 1. mo ucrosib30BaHUIO UMILIaH-
TUPYEMBIX YCTPOMCTB, «II0 MMEIOLIMMCH KJIMHHUYEC-
KUM HaOJIOAEHUSIM, Y JaHHON KaTeropuu OOJbHBIX
ciayyan BCC penku, B TO ke BpeMsl afieKBaTHbIE pa3-
psasl MKB/I BO3HMKAIOT 4acTo».

Hctopus uzyuenus AJAITK Havanach u nojgydyusia
JIaJbHeIee pa3BUTHE B 3TMOXY aKTUBHOTO XUPYPIH-
YEeCKOro JIeYeHUsI HapyllIeHWil puTMa cepiliia, Koraa
CTaJl0 BO3MOXHBIM caMOe€ IPUCTAIbHOE H3yUdeHUE
MOp(OJOrMYecKUX MpU3HaAKoOB 3aboneBaHusi. MmeH-
HO XMPYPI¥ MEPBBIMU MPEUTOXKWIN arpeCCUBHBIE Me-
TOMBI JICYEHUST HapyIIEHUI pUTMa cepala y O0JbHBIX
¢ AITTK — B 1980-x romax Guy Fontaine akTHBHO 1C-
M0JIb30BajJl BEHTPUKYJIOTOMUIO. B Halieit crpaHe 3Tu
3aKOHOMEPHOCTU MOBTOPUJIUCH — B Havase §0-x 3a60-
JieBaHUe ObLIO BriepBble onucaHo JI. A. bokepus u co-
aBT.; OHU K€ TIPEeICTaBUIIM IETAIbHBIN aHAJIN3 aHTUO-
rpapuueckux 1 Mop(PoPpyHKIIMOHATBLHBIX OCOOEHHO-
cTeli, HabMIoJaeMbIX Y JTAHHOW KaTeropuu OOJIbHBIX.
B kauecTBe MeTOma BO3ACHCTBUS Ha 001acTh (DOPMU-
pOBaHMSI apUTMUII HauboJiee YacTO HCIOJb30BaIN
KPUOISCTPYKIINIO apUTMOTCHHBIX 30H; 3(P(eKTUB-

HOCTh JaHHBIX MPOIEAYP COCTaBUIa OKojio 75—85%.
EcrecTBeHHO, UTO reHeTUYECKMI aHAIU3 B TOT MEPU-
onl ObLT HEMOCTYIEH, W OOJBIIMHCTBO CIIy4aeB BOC-
MMPUHUMAJIUCh KaK CIIOpaaudeckue, BO3MOXHO, CBSI-
3aHHBIE ¢ TUCAIMOpUoreHe30M. OCTalOTCS JIU CETrOaHS
XUPYPTUUECKNE METOIUKM B apceHase CPEICTB Jeue-
Hus AJTTXK? B 2003 r. J. C. Chachques u G. Fontaine
MpeaCTaBUIN pe3yapTaThl 10-JIeTHero HaOJ0aeHUS
6oabHbIX ¢ AJITTK, nepeHecnx onepanuo Kapauo-
MMOIIJIACTUKA TIPABOTO KEJIYHOUKa. DTU aBTOPHI IS
«ykpereHus» 12K ucnonb3oBanu MoauduLIMpoBaH-
HYIO TIPOIIeAYPY KapAUMOMHUOITIACTAKH C IMMPOYAUTIIei
MBIIIIEH CIMHBI, IPUMEHSIEMYI0 OOBIYHO TIPU JIEBO-
KEJTyTOYKOBOM MTUC(HYHKIMUA. ABTOPBI OIKMCHIBAIOT
yIIy4dllieHue TeMOAMHAMUYECKUX U (PYHKIIMOHAIBHBIX
mapaMeTpOB ITPU OTCYTCTBUM TTEPUOTIEPAITMOHHBIX Jie-
TaJIbHBIX MCXOIOB M KM3HEYTPOXAIOIIMX apUTMUI
y BCEX YEThIpEeX ONEePUPOBAaHHBIX OOJNBHBIX. Kpome
TOTO, y TIAIIMEHTOB C IIPaBOXKEIYIOYKOBOI HEmOCTa-
TOYHOCTBIO MPETOXKEeHa OMepalys U30JISIIUN TPaBo-
ro KeJIymodyka, KOTOPYIO HCIIONB3YIOT B TOM YHCIIE
U KakK aJIbTepHaTUBHBIA METOJ JieueHus pedpakrep-
HBIX K APYTUM BHIAM ITOMOIIM OOJIBHBIX IO PEIICHUS
BOIIPOCa O BO3MOXHOM Mepecanke cepaia Wil B epu-
o oxuaaHus aoHopa (Sano S. u coant., 2002). boJb-
Hbl€ ¢ OMBEHTPUKYISIPHOI cepIeuHOI HET0CTaTOUHO-
CTBIO CTAHOBSITCSI KaHAMIATaMU JUISl OTIepalliy Tepe-
canku cepama. Yto ke KacaeTcs IIPUMEHEHUS
CepIeYHO PEeCMHXPOHM3UPYIOIIeH Tepanuu Tpu
AITK, ee mpeumylliecTBa y JaHHOM KaTeropuu 00Jib-
HBIX HE JTOKa3aHBbI.

SAKTIOYEHME

ApUTMOTreHHasl AMUCIUIa3usl TPaBOro KeJyaouka
BIIEpBEIC OBbLIA omyrcaHa Oosee 25 et Ha3am. 3aboie-
BaHME BCTpeyaeTcs] He CTOJb YX 4YacTo, HO Wrpaer
BaXKHYIO pOJib B CTPYKTYpe BHE3aIHOI cepaeuHoi
CMEpPTHOCTH, OCOOEHHO Yy JIMII MOJIOIOIO BO3pacTa.
IlepBoe ompeneseHue apUTMOTNeHHOW IUCILIA3UU
MpaBoro Xejaygouka — 3a0oJieBaHUS, CBSI3aHHOTO
C pa3BUTHUEM MPaBOXEJIYIOYKOBBIX apUTMHUI ¢ OMpe-
JIeJICHHBIMA MOP(OJIOTUYECKUMU €TO U3MEHEHUSIMU,
BITOCJIEACTBUU MpPETEpIiesio 3HAYUTEbHbIE HM3MEHEe-
Hug. B 1995 . BO3 u MexayHaponHoe OOIIECTBO
n Denepaninist KapaIUOJIOTUH, pellast 3aady oIpeaelie-
HUS U KJIacCU(UKAIINT KapaIUOMHOTIATUIA, OTIpeaesIn-
g AJITTK xak 3ab6oeBaHue ¢ TIPOrPeCCUPYIONIUM 3a-
MelleHeM MUOoKapia IMpaBOro Xeayaouka XKUpOBOK
U COCAMHUTENIbHONM TKaHbIO, MEepBOHAYAJIbHO C THU-
MMUYHBIMA CeTMEHTApHBIMU, a IT03Xe TII0O0ATbHBIMU
M3MEHEHUSIMHU C BOBJICUEHUEM IIPABOTo, a B psijie CIIy-
4yaeB U JIEBOTO XeJlyJIo4Ka, 4acTo C HaTu4heM OCJIOXK-
HEHHOTO CeMEMHOIro aHaMHe3a U ¢ ayTOCOMHO-IOMHU-
HaHTHBIM TUIIOM HacJeJOBaHMUSI U HETOJHON MEHeT-
pauumeii. B ompeneneHMM OTMEYEHO, YTO HEPEIKO
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TMEePBBIMU TIPOSIBJICHUSIMU 3a00JIeBaHUsI, OCOOEHHO
B MOJIOJOM BO3pacTe, SBISIOTCS HapyILIeHMSI pUTMa
cepaua, ciaoxuHeie KA u BCC. IlepBoHauanbHbIe
TpeacTaBAeHUS O 3a00JI¢BaHMU KaK O JUCILIaCTUYEeC-
KOM TIpoliecce ¢ YaCTUYHBIM WM TTOJTHBIM BPOXKICH-
HBIM OTCYTCTBHMEM MHOKapaa ObUIM B 3HAUYMUTEIbHOM
CTETIEH! OTPOBEPTHYTH KIIMHWYECKUMU HAOJIOICHM -
SIMM W pe3yIbTaTaMi TeHETUYCCKUX MCCICTOBAHMIMA.
C MOMeHTa, Korjaa MosiBUach HOBasl KjlaccuduKarus
BO3, mosgBrimch OCHOBHBIC JaHHBIC O BapHaHTaX Ie-
HETMYECKUX MYTallUuii, OmpeaeasieMblX MPUMEpPHO
B 40% ciyyaeB, U MATOJOTUU IECMOCOM IIPU JaHHOM
3a00JIeBaHUM.

N3zydyenue matoreHe3a u pa3paboTKa METOMIOB Jie-
yeHust AAITXK gBasgiorcss MyabTUAUCUMILUIMHAPHOM
Mpo0JIeMOt M B M3BECTHOUM CTENEHU OTPaXkaroT MO-
Iellb Pa3BUTUS KapaIUOXUPYPIUM, KapIUOJIOTHUHU,
37eKTPOGU3NOIOTUN U MEAUIIMHCKOW TeHETUKU 3a
nocieaHue necarwietus. [lepBbie onmmucaHus BOCIIPH-
HUMAJTKCh KaK CITOpagrdecKre BapUaHThbl, HO OTKPbI-
TBIC OIICpalliM, BBIMIOJHSIEMBIC XUpPYypraMu B TOT
Mepuo, Korna UMIJIAaHTUPYeMble YCTPOMCTBA U Ipy-
rue HedapMaKoJIOrnIecKrue METOAUKN OBLIN ellle He-
JOCTYITHBI, TIO3BOJIMJIM AETaJbHO OXapaKTepu30BaTh
cyTb umetromuxcs npu AIHTIK MmopdodyHKIMoHaTb-
HbIX uameHeHuii 12K, bolmn BHeapeHbl MPUHLIMITA-
aJlbHO HOBBIE METOHBI TONMYECKON HTUarHOCTUKH
APUTMOTCHHBIX 30H M METOIbI MCCICIOBAaHUS, OTpa-
xKawouue Mop(GodyHKIIMOHATBHBIN XapakTep H3Me-
HEHMI XeTyIOYKOB, OIIpeIeIsIeMbIX KaK MHBa3WB-
HBIM, TaK W HEMHBAa3WBHBIM ITyTeM. [lo3Xe TIpHIILIO
TMIOHMMaHME TCHeTUUECKNX OCHOB 3aboieBaHMs. B Ha-
cTosiiiee BpeMsl apceHal MeToaoB JjedeHus AITK
CYIIECTBEHHO PACIIMPIIICS W BKIIOYAET (PU3MUCCKUEC
METObl BO3ACHCTBUS B 00JJaCTU apUTMOTEHHBIX 30H,
MMIUTAHTAIINI0 KapauoBepTePOB-Ie(UOPUIIIITOPOB
1 XUpYpruyecKue BMelIaTeabcTBa (y Hauboiee TsKe-
JIBIX OOJIBHBIX C OMBEHTPUKYJISIPHOI HETOCTaTOUHOC-
ThI0). MexXy TeM LIeJIbIil psii BOIIPOCOB B 3TOM MpoO-
0JieMe OCTAaIOTCSl OTKPBITBIMA — 3TO BOITPOCHI MTOMCKA
OINTUMAJbHBIX METOMOB JICUCHUS XKEITYTOYKOBBIX
ApUTMMI, a TaKKe JIeYeOHOM TaKTUKU Yy IallMeHTOB
C TIpaBO- M OWBEHTPUKYJIIPHON HEAOCTATOYHOCTHIO
1 nepBuuHoil npodpunaktuku BCC y acuMNTOMHBIX
OOJIBHBIX U JINII TIEPBOM CTETICHHW POACTBA IIPU CeMeii-
HbIX (popmax 3abosneBaHusi. MIMEHHO 3TU BOIPOCHI
W CETOMHsSI, yepe3 25 JIeT IOcjie TepBOro OMUCaHUS
AJITIZK, cobupaloT IMoJjiHble ayfuTOPUM CIylIaTesei,
3aCTaBISIOT (POPMUPOBATHL HOBBIE PETUCTPHI 3a00Jie-
BaHMS 1 BBI3BIBAIOT CaMOE aKTMBHOE OOCYXKIeHUE Ha
CTpaHMIIAX COBPEMEHHBIX U3IaHWI 1 Ha MEXIYHAPOI -
HBIX (pOopyMax.
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