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00pa3HbIMU MIPU3HAKAMU JUCMOPGOreHe3a, MeXaHUu3M
BO3HUKHOBEHMST KOTOPBIX IO CHX TIOpP OCTacTCs Hesic-
HbIM. AHQJIOTUYHO OTKPBITUSIM HOBBIX BapMaHTOB Ta-
KUX TCHETUIECKHU IeTepMUHUPOBAaHHBIX 3a00JIeBaHNIA,
KaK CUHIPOM YIJTMHEHHOTO WM YKOPOUEHHOTO MHTEP-
Basia Q7, nanbHelIIe UCCIIeA0BAaHMS B 00J1aCTU MOJIe-
KYJISIDHOM T€HETHUKU TTOMOTYT BBISIBUTh HOBBIC (DOPMBI
CUHIpOoMa AHIEpceHa, IIyOxXe W3yYUTb MeXaHWU3MbI
JEUCTBUS MyTallMii (MyTallii MOTYT HapylaTh (hyHK-
LIMM MOHHBIX KaHAJIOB U TpaHCMEMOpPaHHBIX OEJIKOB Ha
pPa3HbIX YPOBHSIX UX B3AUMOACCTBUS) Y OOBSICHUTD HE-
00bIYHBIE (DEHOTUTTMUYECKUE TTPOSIBICHUST 3TOro 3a00-
JIeBaHMS, a (papMaKOTeHETUIECKIE MCCIICIOBAHMS T10-
MOTYT pa3padoTaTh HOBbIE METO/IbI JICUECHMSI.
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PAMH, Mocksa

PUTMOI€HHasd OUCIUIa3us IpaBoOro XKEjayaouka,
Wi apuTMOICHHAA IIPAaBOXKCIydO4YKOBasd Kap-
Lll/lOMI/IOHaTl/IH/ILI/ICHJla?:I/IH — TIATOJIOTUSI HESICHOM 3THO-
JIOr'MH, 4aCTO HACJICACTBCHHAA, XapaKTCPU3YIOLIAACA XK~

PpOBOI MM (PUOPO3HO-KUPOBOI MHMUIBTpALIMEil MUO-
Kapaa npeumyitectBeHHO T12K, conpoBoxkaaroiiasics xe-
JIYIOYKOBBIMU HAPYIIEHUSIMU PUTMA Pa3IMYHOM CTeIIEH!
TSDKECTU, BKITIOYast (puOpMLIsILIMIO XKeyaoukos [13, 15].
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BriepBble TepMIH «apUTMOTEHHAs TUCILIAa3MsI ITpa-
Boro xenymouka» (AITT2K) obut ipemmoxed B 1977 .
G. Fontaine 1 coaBT., KOTOpbIE BBISIBUIN KETYI0UKO-
Byto Taxukapauio (ZKT) ¢ mopdosnorueit 610Kaas je-
Boit Hoxku myuka Iuca (BJIHIIT), pe3aucteHTHYIO K
AHTUAPUTMUYECKOI Tepanuu, y 6 malunueHToB 0e3 BU-
IUMO KapauaabHoi maTtojoruu [22]. Bo Bpemst xu-
PYPTMUYECKOTO BMEIIaTeIbCTBA Y TpeX MalleHTOB ObI-
JIO HaMIEHO 3HAYUTEIIbHOE KOJIMYECTBO XUPOBOU TKA-
HU B cBoOoaHOM cTteHKe IT2K. [To3zxe ObLia BbIsIBIeHA
cBs13b AJITTK ¢ BHe3amHoIt cMepThio (BC) B Mmonmogom
BO3pacTe y JINI, He MMEIOIINX MPU3HAKOB KOPOHAap-
Holt 6one3nu [5, 54]. T1o kiraccuuKaunm cepaeaHo-
cocyaucThix 3aboneBanuii AJITIZK Oblia oTHeceHa K
KapIUOMMOITATUSM Ha OCHOBAaHMM PEKOMCHIAIWIA
Bcemupnoit Opranuzaiuu 3apaBooxpaHeHust [47].

CTATUCTHUKA

ANTIK MoxeT ObITh AMAarHOCTUPOBaHa B JIIOOOM
BO3pacTe Yy JIMII 000ero 1oJIa, pacIpoCTPaHEHHOCTD €€
MaJjio M3y4eHa B CBS3U C TEM, UTO JeOI0T 3a00JIeBaHUS
YacTo IPOTEeKaeT OCCCHUMIITOMHO, BCJICICTBUE YETO
o(UIIMATBLHON CTATUCTUKM O PacipoCTPaHEHHOCTH
AJITT2K B mupe He cymecTByeT. Yallle oHa BCTpeyaeT-
Csl Yy MOJIOZIBIX MTAIITMEHTOB MYXKCKOTO I10J1a, U COOTHO-
IeHWe MYXYWH W XKeHIIMH cocTaBuseTr 2,7/1,0.
OOBIYHO JMArHOCTUPYETCS B Bo3pacte mexay 20 u 50
romamu, B cpenHeM B 33 roga. Tonbko y 10% narueH-
TOB IHMarHo3 yctaHaBiauBaeTcs 10 20 et (BO3MOXKHO,
B CBSI3U C ITUTEJILHBIM JIATEHTHBIM TeUeHUEM 3a00J1e-
Banus). [To nanubiM G. Thiene u coaBT. [5] rucTomo-
ruaeckue npusHaku AJITTXK Obiiu BeIsIBIEHBE! Y 20%
13 60 maluMeHTOB, YMEPLIMX BHE3aIlHOW CMEPThIO B
Bo3pacte no 35 net. D. Corrado u coaBT. MPUUUHONK
BC y 26% nauueHTOB, yMepLIUX B Bo3pacte 10 20 JieT,
cuurtator AJITXK [14]. ExeromHo 1% OOJBHBIX C
AJITTK ymuparoT BHe3ammHO Ha (DOHE JICUCHMST aHTH-
apUTMUYECKUMM TpernapataMu [19].

OTUOIIATOTEHE3

Ha ceronnsmnuii aeHp atuojorus AITIK Hens-
BecTHa. CyXImeHHe O IaToreHe3e 3a00JieBaHUSI CBO-
JIUTCS K CJIEAYIOIIMM TPEAIONIO0XKEHUSIM.

o HacaencrBennast reopusi. HacnenctBeHHas 3THO-
sorust noateepxkaaercs B 30% ciyuaeB AITTK
[26]. 3a uckIIOYEHHMEM HECKOJBKUX CeMEM, Mpu
AJITTXK HacnemoBaHue OCYIIECTBISICTCS MO ayTO-
COMHO-JOMUHAHTHOMY TuIly [49].

¢ JlucoHToreHernyeckasi Teopusi B OOJIbIIECH CTeICHU
sIBJIIeTCsl ucTopuueckoit [9, 47]. OHa npennosara-
na, uro AIITTXK sBisteTcst hopmoii «ItepraMeHTHOTO
MPaBOTO XKEJTYIOUYKa» MJIN aHOMAJINU YIIsl.

o JlerenepatuBHas Teopus [8]. B ocHoOBe ee Jiexkut
MOJIOXEHWE O TMOeqd KapIUOMHUOLIMTOB BCIEICT-
BHC METabOJMYECKOTO WJIN YIBTPACTPYKTYPHOTO
HacieacTBeHHoro nedexkra. Bo3aMokHbI aedekT

ObL1 KapTupoBaH Ha 14 xpomocome (14q23—q24)

[46]. D1a 06sacTh KOIUPYET TeH, OTBETCTBEHHBIN 3a

0.-aKTUH, KOTOPBI CTPYKTYPHO TOMOJIOTMYEH C

KOHIIEBBIM ITOMEHOM IMCTpoMHA. DTa HaxomKa

MOATBEPXKIaJIa TEOPUIO O TEHETUYECKU JeTePMUHM-

pOBaHHOI aTpoduu, CXOIHOU ¢ TAKOBOI MTPU aMUO-

Tpodun JlfomieHa MM MBIIIEYHONH AUCTPOPUUN

bekkepa. HekoTopble aBTOpbI Mpeiaraaum onpeae-

T AJITTK Kak «MUOKapAuaabHYIO TUCTPOMPUIO»

[8]. B manbHeliiem ObL1 onucaH ciaydaii AITTXK B

IIBEICKOM CEMbE C BOBJICUCHMEM CKEJIETHBIX MBITIIIT

co cuerieHreM ¢ 10 xpomocomoii (10q22.3) [41].

o HWHbexkunoHnHasg, WIM BOCIAJIUTEIbHAS TCOPUS
nojaraet, 4yTo B ocHoBe AJITT2K nexxut Mmuokapaur

[5, 27]. BocnanmTenbHast MHMWIBTPALIS SBISICTCS

4yacToii rucronornueckoit Haxoakou npu AITTXK.
e ATmONTOTHYECKAS TEOPUsS — ITOATBEPXKICHA BBISB-

JICHMEM aIloITo3a U BEICOKOTO YPOBHSI IIpOTeas, He-

00XOAMMBIX JUTS anonTo3a, B Muokapae [1XK y 6 u3

8 marmenToB ¢ AIITT2K o cpaBHEHUIO ¢ KOHTPOJIb-

HBIMU OOpa3laMu 6e3 maTojioruu cepaua [35, 57].
o Teopus TpancauddepeHIMPOBKU KapANOMUOIIH -

TOB — OCHOBaHa Ha TMITOTe3¢ BOBMOXHOCTH TIepe-

POXICHUST MUOKAPIHATBHBIX KJICTOK M3 MBIIICU-

HBIX B KMPOBBIE M OOHAPYKEHUM KJIETOK, IKC-

MIPECCUPYIONINX NEeCMHUH, KaK ITPOMEXYTOUHBIX

MEXKIY MBIIIIEYHBIMU 1 XXUPOBBIMU KieTKaMu [51].

Benach moyieMuKa 1o moBoay BO3MOXKHOM acCOIIN-
anuu cuHapoma bpyraga u AJITT2K. HekoTtopnie nc-
ciemoBaTelN ToJIaraju, 4To 3TO pa3Hble (GOPMBI Of-
Horo 3a06oseBaHus [43]. OqHAKO HU JIEKTPOKAPINO-
rpadus (OKI'), HuU MarHUTHO-PE30HAHCHAsI TOMOTpa-
¢us (MPT) sToro He moATBEpAWIN, U aHTHOTpadu-
yeckue Haxonku npu AJITTK He BcTpeuaroTcss mpu
cuHapome bpyraga. B nocienHue roabl reHETUYECKUE
HCClIeIOBaHUs MOKa3aau, 4TO 3a 9TU JOBa 3aboseBa-
HUSI OTBETCTBEHHBI pa3Hble reHkbl [11]. Ha ocHoBaHuM
ceMmeitHoro aHaMHe3a 1 nposeaeHust JJHK-auarHoc-
TUKU BO3MOXHA BepuUKaus guarHosa [48].

B HacTos111€e BpeMsi onrcaHbl ayTOCOMHO-I0MU-
HAHTHBII M ayTOCOMHO-PEIICCCUBHBIM THUITHI Haclie-
noBaHUs 3a0osieBaHus. [Ipy ayTocOMHO-pelieccuB-
HoM Turie HacaenoBaHust AJITT2K codeTtaeTcs ¢ nmajib-
MaIUIaHTapHOM KepaTOAECpMUE U U3MEHEHUSIMU BO-
Jioc («1epcTsiHble BOJOCKI»). JlaHHast (hopma 3abosie-
BaHUsI HOCUT Ha3BaHUe «00s1e3Hb Naxos». bblin onu-
caHbl 18 ciyyaeB 3Toil 00JIe3HU Cpeau JUILL, TPOXKUBa-
IOIIMX Ha rpedeckoM octpose Naxos [19, 20].

T'NCTOIIATOJIOT A

I1pu ayroncun y 6onbHbIX ¢ ALK onpenensitor-

cd caeaytole usMeHeHus [4]:

e Makpockonuuecku y 60abHbIX ¢ AITTK BbIsIBIS-
JIU JIOKAJIbHYIO WM T€HepaJIu30BaHHYIO AujaTa-
muio I12K ¢ ucroHyeHmem Muokapaa B 00JacTu
BeIBoAHOTO TpakTa I12K, BepXylIKu 1 IpUTOYHOTO
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oTnena. DTU Tpu 06JacTu HOPMUPYIOT

«TPEYTOJIFHUK AUCILIa3um» [37].

o [Ilpu MMKpPOCKONMUYECKOM HCCIIEI0BA-
HUU BbLIESAIOT aBa BapuaHTa AITTXK.
IlepBhIii BapyaHT — JUMOMATO3HBIN, C
TMepBUYHON Awiaraiueil TpPUTOYHOTO
ornena wian oomein mvnartarmein T1K.
Bropoit BapuaHT — (ubponrrmnomaros-
HBII, TIPX KOTOPOM HaOII0Ial0TCST aHEB-
pusmbl creHku 12K B obGnactu HUXKHe-
3agHEl CTBOPKM TPUKYCIIHUIATBHOTO
kinarana (TK), Bepxymikv u/wim Tpu-
TogyHoro otaena [10].

OpnHako HeOoJIbIIas YacTh XKUPOBOI TKAHU B DIH-
KapauaJabHOM ciioe 1 B Muokapae 12K mpucyrcTByeT
u B HopMme. [1pu uccnegoanuu 140 ayToncuitHbIX 00-
pa3ioB C OTCYTCTBMEM CTPYKTYPHBIX 3a00JIeBaHUI
cepaua B 50% ciyyaeB XXuUpoBasi TKaHb IIPUCYTCTBOBA-
na B muokapzae I12K, 1 ee conepkaHue yBeJIMIMBaIOCh
¢ Bo3pacToM. BcieacTBue 3TOro TMCTOJOTUYECKUIA
nuarno3 AJITTK MoxeT ObITh 3aTpyIHEH B IOTPaHUY-
HbBIX caydasx. C 1e1bio IpeIoTBpaIleHUs TUTIepaar-
HocTuku AJITT2K ObLIM npeanoxXeHbl TUCTOJI0THYeC-
K1e KPUTEPUU, K KOTOPBIM OBUIO OTHECEHO HaJM4YMe
6osnee 3% pubposHoil TkaHu U 6osiee 40% XUpoBOI
TKaHu B Muokapme I[12K [25]. YyBcTBUTEIPHOCTD 3TOM
METOJIUKH cocTaBisieT 67%, cnermuduaHocts 92% [6].
OmHako BBINICYKa3aHHBIC MCCIICIOBAHUS HE OIpeie-
JISITA KOJIMYECTBO (DUOPO3HOM M KUPOBOM TKaHU B
cepauax 6oabpHbIx ¢ AITTXK [12].

A. Burke 1 coaBr. [12] monbITaJuch OLIEHUTH KO-
YeCcTBO >XXUPOBOi1 (7 cepaelr) u Gprudbpo3HO-KUPOBOIA (25
ceprelr) TKaHu y marueHToB ¢ AJITT2K. /I 6omee Tou-
HOTO pasfelieHrsl YKa3aHHBbIX BApUAHTOB Obljla Habpa-
Ha KOHTPOJIbHASI TPyMIla ¢ HOPMAaJIbHBIMU CEpALIaMU
(18 cepnen). B xome mpoBeneHHOTO CPaBHUTEIbHOTO
aHajM3a aBTOPLI OOHAPYXWIM, YTO TpU (HUOPO3HO-
KupoBoM BapuaHTe TeueHuss AIITIXK umeercs 3ame-
IIEeHNE KJIETOK MUOKapaa aTpopUpOBaHHBIMU MUOIIN-
TaMu M (UOPO3HOI TKAHbIO, KOTOPOE MOIJIO ObITh B
mo6o0it obnactu TT2K. MHTpamuokapavanbHash Kupo-

Puc. 1. ®ubposHo-xuposoit BapuaHT AITTXK ¢ iumdbo-
LIUTAPHBIM UHQUIBTPATOM.

Puc. 2. ®ubpos3Ho-xuposoii Bapuant AJITTXK ¢ BoBieueHueM jaTe-
pasibHOI cTeHku JI2K.
a — Makporipenapar; 6 — MukpodoTorpadusi.

Bast UHUIBTpalus Obl1a 0oJiee BbIpaXKeHa Mo CpaBHE-
HUIO C CeplaMU KOHTPOJIbHOI TPYIIbl B BEIBOAHOM
otnene npasoro xeaynouka (BOITXK) u Bepxymike. B
nepegHeBepxyleyHoit oonactu [12K He ObL10 0OOHaApy-
>KEHO IOCTOBEPHO 3HAYMMBIX pa3IMIMii TI0 CPaBHEHUIO
C KOHTPOJIbHOI IpyIioii (B cpeaHeM 15%). He Gbu10
0OHapYXXEHO Pa3IMInii TAKXKe B KOJMIECTBE JKUPOBOM
TKaHM TIOJ STTUKAPIOM, 32 MCKITIOUYCHUEM BBIBOTHOTO
TpakTa TnpaBoro xeayaouka (BTTIXK).

Tucronornueckuit ananua npu AIITK B GonbiH-
CTBE C/TyyaeB OOHapy>KMBaeT MPU3HAKU ITEPEHECEHHOTO
MUOKapINTa, TaK KaK MPUCOSTUHEHNE BOCIIAIUTEIb-
HOTO Mpoliecca MepeBOIUT YMCTO KUPOBOW BapUaHT
ANITTXK B pubpo3Ho-kupoBoii (puc. 1). Peuunus muo-
KapauTa MOBBIIIAeT PUCK BOZHMKHOBeHUs KA [52].

M3BecTHO, YTO MAIIMEHTHI CO CTPYKTYPHBIM TTOpa-
JKeHUEM ceplia 00jiee CKIIOHHBI K MUOKAPIUTY, YeM
3II0OPOBBIE JIIOIW. AHAIM3 CJTy9aeB BHE3AITHON CMEPTH
Yy CIOPTCMEHOB, ¥ KOTOPBIX OBIIIN 0OHAPYKEHBI TTPU-
3HAKW MMOKApANUTa, MOATBEPKAAET 3Ty TMITOTE3Y [56].
OmHaKO OCTaeTCsT He SICHBIM, SIBIISICTCSI JIA BOCIIAJIC-
HUe TEPBUYHBIM (haKTOPOM WJIM peaklveil Ha CIOH-
TaHHYIO TOeTb KJIeTOoK [29].

JlaHHbIe, OCHOBaHHbIE Ha MaTepuajgax ayTOIICHU,
CBUJIETEJTLCTBYIOT O TOM, YTO YaCTOTA BKITFOUEHUS JICBO-
ro Xellymouka B rpoiiecc (76% B ucciaea1oBaHHOM rpyIi-
T1e) YBEJIMIMBAETCS C BO3PACTOM, M OHO CBSI3aHO C KJTU-
HUYECKU 3HAUYMMBIMU apUTMUSIMU, OOJiee CYIIeCTBEH-
HOW KapauoMerajvei, BOCIaUTe TbHbIMA WHMWIBTpa-
TaMU U CepIeUHOI HeIOCTaTOUHOCThIO (puc. 2) [16].

KIMHNYECKHUE ITPOABJIIEHUA

IMo xIMHWYECKOW KapTWHE BBIACISIOT 4 TUIIMI-
Hble (hOpMBbI Te€UEHUs 3Toro 3adosieBaHus [38]:

— CKpBITas (hopMa, IIpy KOTOPOIt BHe3aITHasI cepaed-
Hast cMepTh (BCC) BenencTBre (puOpULISILIM XKeTy104-
KOB SIBJISIETCSI TIEPBBIM ITPOSIBJICHIEM 3a00JICBaHS;

— apuTMuueckas ¢opMa, XapaKTepuU3ylolasics
HaJIMIMEM ITOKYMCHTHMPOBAHHBIX CUMITOMATUUHBIX
JKEJTYIOUKOBBIX TaxMapUTMUI (KEITyIOYKOBON 3KC-
TPACUCTOJIMU M KEJyTOYKOBOM TaxXMKapAuu) ¢ KOH-
durypaumeir komruiekca QRS 1o TUMy OJIOKAIbI Jie-
BOI1 HOXXKM TTyuka [1ca;

AHHAJIBI APUTMOJIOM N, Ne 4, 2005
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— «paicisymptomatic form» — popma ¢ cumnToma-
MM CpeIHEl CTeIeH! TSKeCTH, TAKUMU, KaK IMIPUCTY-
MBI CEpALEOrEH s, 00Ib B 00JIACTH CEPILIA;

— (opma, TIPOSIBIAIONIASICS CEPACIYHON HEAOCTa-
touHocThio (CH), mpeumyniecTBEHHO MpPaBOXENy-
JTOYKOBOM, C HAMIMEM WM OTCYTCTBUEM Hapylile-
HUI pUTMa Cepalia.

Knunnuecku AITTK 0ObI4HO MPOSIBISIETCS XKeJTy-
JIOYKOBBIMM HapYIICHUSIMU PUTMa Cepilia: SKCTPaCcH-
CTOJIMEI pa3IMIHbBIX TPANALINii, KOPOTKUMH «ITPOOEK-
KaMM» XKeJIyTOUYKOBOM TaXUKapauM, a B psiie CIydacB
1 ITapoKCHU3MaMU KeJTyJT0YKOBO# Taxukapauu. 2Kemy-
JIoYKoBas Taxukapaus y nauueHToB ¢ AITTXK ob6bruHO
nmeer DKI-Mopdoaoruio 6710Kagbl JEBOH HOXKU
myuka [¥ca, 9To yKa3pIBaeT Ha MPOUCXOXKICHNIE apUT-
muu u3 muokapaa I'T2K. Hepenko perucrpupyercst He-
ckonbko Mopdostoruit KT, Tak Kak mpu JaHHOM 3200-
JIeBaHUM MOTYT (hOpMHPOBATHCS MHOXECTBEHHBIE
aputMoreHHble oyaru. bonabHbie ¢ AIITTZK 1 ux ponacrt-
BEHHMKM YacTO MMEIOT B aHAMHe3¢ YKa3aHUs Ha CUH-
KOTIAJIbHBIE COCTOSTHUSI HEYTOYHEHHOW STHOJIOTHU.
OOMOPOKHM KaK TIPOSIBICHUE TSKEIBIX apUTMUUYECKIX
COOBITMII MOTYT BO3HUKATh 3aJ0JIT0 0 Pa3BUTHS Xa-
PaKTepHBIX KIIMHUKO-MHCTPYMEHTAIbHBIX IIPU3HAKOB
AJITTK. B nmocnenywoolieMm B 3TUX ciaydasix HabJioma-
10TCs TIporpeccupytomue n3MeHeHnst DKI u mapame-
TpoB Ox0KI, cBOiCTBEeHHbIE JaHHOMY 3a00JIeBaHUIO
[14, 32]. K Tomy ke B majbHEHIIIEM y OOJTbHBIX MOXKET
DPa3BUTHCS OMBEHTPUKYJISIPHAS HEIOCTATOYHOCTh KPO-
BOOOpAIIEHUSs, YTO BBI3BIBAET CEPHhE3HbBIC TPYTHOCTU
npu guddepeHumranbHoil auarHoctuke AJTTK ¢ au-
JlaTallMOHHOM Kapauomuonatueit [3, 28].

CriemyeT OTMETUTB, UTO CYILIECTBYET HEMaJIo CydJa-
€B OECCMMIITOMHOTO TeYeHUs 3a00/1eBaHusl, KOra rnep-

BBIM U, BO3MOXHO, €IMHCTBEHHBIM €TO MPOSIBIICHHUEM
ObIBaeT BHe3artHast cMepTh [5]. [1o maHHBIM aMepuKaH-
ckux aBtopoB, AJIIT2K mocMepTHO auMarHOCTUpYeTCs
MPUMEPHO B 5% ciiydaeB BHE3AITHOM CMEPTU CPEAM JIULI
Mostoxe 65 set [45] u B 3—4% cityyaeB cMepTH MOJIO-
JIbIX CIIOPTCMEHOB BO BpPEMSI COPEBHOBAHUI WU Tpe-
HUPOBOK [39]. ¥ 3HaunTenbHOM yacTu 60a6HbIX AJITTK
OCTaeTCsl HepaCIO3HAHHOWM, HECMOTPSI HAa UMEIOIIECs
KJIMHUYECKUE U MHCTPYMEHTAIbHbIC TTpU3HAKU. 3a00-
JIEBAHKME MOXET MPOrPecCUpoBaTh U TPUBOIUTH CO Bpe-
MEHEM K BOBJICYCHHUIO B ITaTOJIOTMUECKUIA ITPOIIeCcC
muokapaa JIZK. B kiimHuueckoit KapTuHe y TakuX 00J1b-
HBIX TOMUHHUPYIOT IPU3HAKN HETOCTATOUHOCTH KPOBO-
oOpalleHUs HapsITy C XKeJTyT0YKOBBIMU apPUTMUSIMMU.

OctpoBKH (HUOPO3HO-KUPOBOI TKAaHU, OOHApY-
xkuBaemble ipu AJITT2K, ¢hopMupyoT apuTMOreHHbIi
cyOcTpat, Hecyluiil B cede 3eKTpOohU3U0I0TNIYEeCKUe
YCJIOBUS AJIS pa3BUTHS TOBTOPHOTO BXOa BOJTHBI BO3-
OyxneHus (reentry), Jexaniero B OCHOBE 3JI0KaYeCT-
BEHHBIX 3KeJTyT0YKOBbIX Taxuaputmuii (2KT).

JNATHOCTHUKA

IMpuxusnenHass nuardHoctuka AJTTXK ymaercs
He Gosiee yueM y 15—20% nauueHTOB, B CBSI3U C YEM
W. J. McKenna u coaBt. (1994) npenjioxuiu nuarHo-
cruyeckue kputepuu AITTXK, cpeay KOTOpbIX Bblae-
Jst0T 6obire u Manbie [40]. CortacHo peKomMeHaa-
usgM aKcreptoB auarHo3 AITTXK momkeH OCHOBbI-
BaThCsl Ha HAJWYUU MaJIbIX U OOJIBIIMX KPUTEPUEB,
O0BEIUHSIONIUX TeHETUYECKHE, DJEKTPOKapAruorpa-
duyeckue, apuTMuIecKre, MOpHoPyHKIIMOHATIbHbIE
M TUCTOIATOJIOTMYECKUE TIPU3HAKU (CM. TaOJIUILY).

Hnst nmarHoctuku AJIII2K pocratoyHo Hanuuust
JBYX OOJIBIINUX KPUTEPUEB, TUOO OMHOTO OOJIBIIOTO U

Kpureprmu muarnoctuku AJITI2K (McKenna W. J. u coasr., 1994)

I. [loGanbHas u/vaum peruoHanbHast | bonbmue | 3HaunrtenbHas aunatauus u cHkenne @B [1T2K mpu oTcyTcTBUM M
MUCHYHKIUS U CTPYKTYPHBIE KPUTEPUU | TOJbKO HE3HAUUTEIbHOM yxyaiieHun JI2K
U3MEHEHUS JloxanbpHbie aneBpu3Mbl [1K (aknHeTUYHBIE WM AMCKUHETUYHBIE 30-
HbI C IMACTOJTMYECKUM BbIOyXaHUEM)
3HaunTeIbHas cerMmeHTapHas nunatanus [12K
Maunblie YMmepennast oomast punatauus [12K u/umm cHikenne @B npu Hop-
kputepuu | masibHOM JIZK. YMepeHHast cermeHTapHas nunatauus [12K
PernonanpHast runokunesust [12K
II. XapakTepucTrika TKAHU CTEHOK Bonpie | 3amelieHre COEAMHUTENLHON U XKUPOBOI TKAHBIO MUOKap/ia
KpUTEpUU
I11. Anomanuu perosipu3anuu / Bospie | BoJTHBI ATICMIIOH WITH TOKATBHOE YBEJTMYEHHE [UTUTETbBHOCTY KOMITIEK-
JIeToNISIpU3aLiu kputepuu | ca QRS B npaBbIX IpyIHbIX 0TBeneHUsIX (V,—V;3)
Massie WnBepcust T-BosHBL B IPaBbIX V, U V3 TPYAHBIX OTBEJEHUSX, Y MallA-
KpUTepUu | eHTOB cTapiie 12 et npu orcyrcTBuu 0okanbl [THIIT
[Mo3nH1e TOTeHIIMAITBI KeJTyTI0YKOB
IV. Aputmun Maubie KT ¢ mocrossHHO# wau TpaH3uTopHoit 6ynokanoit JIHIIT mo naHHbIM
kputepuu | DKI, cyTouHOro MOHUTOPUPOBAHUS U MTPOOBI C HATPY3KOIA
Yacrag 2KD (>1000/cyT)
V. CemeliHbIl aHAMHE3 Bonpmmme | HacnmencTBeHHBIN XapakTep MATOJIOTHH, TMOATBEPKAEHHBIM TaHHBIMU
KPUTEPUU | ayTOINCUU WU MPU ONepaluu
Mauteie BHe3amnHas cMepTb POJCTBEHHUKOB MOJIOXeE 35 JIeT ¢ TpearnoaaraeMomn
kputepun | AAITXK
JlaHHBIE ceMeHOTO aHaMHe3a (KIMHWYECKWIl TuarHo3, OCHOBaHHBIN
Ha HaCTOSIIIIMX KPUTEPUSIX)
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JIBYX MaJibIX, TUOO YeThIpeX MaJlbIx KputepuenB. MH-
(GopMaTUBHOCTh M IHMArHOCTUUYECKas 3HAYUMOCTh
MPeUIOKEHHBIX KPpUTEpUEB TpeOyeT MPOBEPKU B yC-
JIOBUSIX IJIATEILHOTO ITPOCITEKTUBHOTO HAOIIOMCHUS
3a OOJIBLIMM YMCJIOM OOJIbHBIX.

HeobxoquMocTh co3naHust O0IIENPUHSATBIX KPUTE-
pueB ObUIa MPOAUKTOBAHA TPYAHOCTSAMU B JUArHOCTH -
ke AIITXK: HeBbICOKOI cneun(pUUHOCTBIO TPU ITOM
natoyiorun DKI-u3MeHeHUil, TOIM3TUOIOTUYHOCTHIO
JKEJTYIOUKOBBIX TaxuKapauii, mpotekawimx ¢ OKI-
KapTUHOM 0610Kabl JIeBOM HOXKKU ITyuka [iica, MeToau-
YECKUMU CIIOKHOCTSIMIA WHCTPYMEHTAJIBHOM OLIEHKH
CTPYKTYpHI ¥ pyHKIMM [12K 1 mHTEepIIpeTarny JTaHHBIX
SHIOMUOKapIUaIbHOU Ouoncuu. Isi AMarHOCTUKU
AJITTK Takke BaKHOE 3HaYEHUE MMEIOT 3JIEKTPOKap-
nuorpacdusi, axokapauorpadusi, paaMou30TOIHAs aH-
rrorpadust, MarHUTHO-PE30HAHCHAST TOMOTpausl.

dnexkTpokapauorpadus

Bonbpirylo AMarHOCTUYECKYIO ILIEHHOCTh MMEET
obObryHag 12-kananbHast DKI, KoTopas 1o3BoJIsIeT 3a-
MOJO3PUTh HaduWuyue 3a00jieBaHMsI. YILIUPEHUE KOM-
iekca QRS 6oiee 110 mc B otBenenussx DKI ¢ Vi o
V3 gaBasieTcsl OOJBIIMM KpUTEpHeM U TpuodpeTaeT
0CO0yI0 3HAYMMOCTh, €CIU TUCTICPCHUS IIPOIOIKU-
TeJIbHOCTU KoMIuieKcoB QRS npesbiliaeT 50 Mc npu
HaJIMuuu 0JI0Kaabl MpaBoi HOXKHU mydka [uca [23].

OTHolIeHNe IJTUTEIbHOCTU KoMruiekca QRS B oT-
BeneHuu V, K QRS B V4, a TakKe OTHOIIEHUE CYMMbI
BennuuHBI QRS B oTBeneHusx Vi u V3 K cymme QRS B
oTBeneHUsIX V4 U Vg nMeeT 00JIbIIYI0 AUarHOCTUYEC-
Ky IICHHOCTh, YeM PErucTpaius B OTBEICHUU V)
ORS, 6onee unu paBHoro 110 mc [1].

B 50% ciyyaeB OTMEYAIOTCSI OTKJIIOHEHUE DJIEKTPU-
YeCcKOli OCH cep/ilia BIIPaBoO U pa3IMYHbIE CTETIEHU OJ10-
Kampl B CHCTEMe IIpaBOil HOXKM ITydka Iirca. OmHaKo
0JioKaIa MpaBoii HOXKMU IyvKa [11ca caMoCcTOSITEIbHO He
MOXET UCITOJIb30BaThCsl KaK TMarHOCTUIECKUIA KPHTE-
puii BBUILY TOTO, UYTO HEPEAKO BCTPEUACTCS U Y 3MOPOBbIX
JMOAEH, ¥ TIpH OPYTUX BUIAX matoyiorun. [1o aToit mpu-
yrHe 0JI0Kaaa MpaBoil HOXKKM ITyuyKa [iica He BKIIoueHa
B MepevyeHb IMarHOCTUYECKUX KpuTepueB (CM. TabJ1.).

MuBepcust T-3y011a B IpaBbIX IPYAHBIX OTBEACHU-
sIX — oIMH u3 HauboJjee yacTbix DKI-cummnromon
AJIITX, obnapyxuBaercs y 70—75% maiiveHTOB, I1e-
peHeciux xoTs Ob1 onuH mapokcusm XKT. Tlporpec-
CUPOBAHUE IATOJOTUU HAXOIWUT CBOE OTPAXEHUE B
nuHamuke DKI'-mapamerpos (puc. 3) [32]. UuBepcus
3y6110B 7' BO BCeX MPEKOPINATBHEBIX OTBEICHUSIX KOp-
peupyeT ¢ BOBJICUEHMEM B IaTOJIOTMYECKUI MpoLiecc
JI2K [21] v npu Hanmuyum KT yka3piBaeT Ha BBICOKUM
PHUCK €€ peMINBUPOBAHUSI.

B mipaBbIX rpynHbIX oTBeneHus X B 30% ciydaeB Ha
cermeHTe QT PEerucTPUPYIOTCS SICUIOH-BOJTHBI. DTO
HU3KOAMIUIUTYIHbIC 3JICKTPUYECKHAE ITOTCHIIVAJIEI,
KOTOpBIE PETUCTPUPYIOTCS B BUIIE 3a3yOPHHBI B KOHIIE

PRI,
v

|
— |
i ——
v —"'-"H”\V‘
2 | |
[ RBRE I
| P— —"""il-'l‘r"
V3
I Total GRS 175
Under 40 Uy 88

Last 40ms 3.9
Noise 0.3

AVR Va4 : I

50 uv

Puc. 3. OKTI naumnenrta ¢ AJIITXK, AB-610kana I cremne-
Hu: aaureapHocTh QRS B orBeneHun V, paBHa 173 mc,
SIICUJIOH-BOJIHA Ha cerMeHTe Q7, uuBepcus T-3yOia B
MpaBbIX TPYAHBIX OTBeAEeHUSIX. B TTpaBoii BepxHeit yacTu
pucynka npeacrapieHa DKI orBenenus V,—V,, rae 60-
Jiee OTYETIINBO PETUCTPUPYETCS ATICUIOH-BOJIHA, B HUXK-
Heli yactu DKI' BP ¢ no3nHuMU moTeHLIMaaaMu.

ORS-xomrutekca u B Hauasie cermeHTa S7' (cMm. puc. 3).
Onu Bbicokocnenuduynbl it AITTK u sgpiasiorcs
OTpaXKeHUEM 3aJIep>KaHHOU NEMONIpU3alid MUOKap-
nma TT2K [36].

KT BrIcoKOro pazpemenus

Ipu nposenenun DKI BbICOKOro paspelieHus
(BP) mozgHue moteHuuanbl xkerynoukon (ITITXK) Bei-
sisiiotTes y 50—80% 6onbHbIx ¢ AJITTK 1 moKyMeHTH-
poBaHHoi1 mapokcusmanbHoii KT [33] u oTpaxaroT 3a-
Iep>KaHHYIO IeIosipu3aiuio Muokapaa. Kak u apyrue
nameHeHust OKI mpu AIITTK, usmenenus na DKI' BP
OoJtee BBIPaKeHBI B ITPABBIX TTPEKOPANAIBHBIX OTBEIC-
HUSX, yeM B jieBbIX [36]. TTIT2K mMoryt He oOHapy:Ku-
BaTbCsl TIPU JIOKAJTHHOM TIOPaXKeHUM HEOOJIBIIIOTO CeT-
MeHTa muokapaa IT2K, onHako y Takux mauueHTOB He
HWCKITIOUCH PUCK Pa3BUTHS XKMU3HEYTPOKAIOIINX apUT-
muii. aMeHeHus curHan-ycpeaHeHHoi DKIT Hanbo-
Jiee 4acTo OOHAPYKMBAIOTCS Y MALUEHTOB ¢ 00Jiee BbI-
paxkeHHBIMU (POPO3HBIMU U3MEHEHUSIMU MUOKApIa U
CHUXeHueM riodanbHol cokpatumoctu TT2K. TITT2K
SIBJISTIOTCSI TIPEAMKTOPaMU BO3HMKHOBEHUS YCTONUM-
Boit KT y 6ombHbIX ¢ ATTK 1 1OKyMeHTUPOBaHHbI-
MU HeycTtoiunBeIiMU mapokcu3mamu KT [53].

YacroTa BbISIBIEHUs TTO3IHUX TTOTEHIIMAJIOB JKeJTy-
JIOYKOB KOPPEIHUPYET C IITUTETBHOCTHIO U TSKECTHIO
apUTMMYECKOTrO aHaMHe3a. BeposTHOCTb uX perucTpa-
LI BBIIIE TIPY YCTOMYMBBIX, YeM TIPY HECTAOMIBHBIX
KT. B HacTosiiee BpeMsl perucTpaiysi MOo3IHUX T0-
TEHIIMAJTIOB KEJIYIOYKOB SIBJISIETCS TUArHOCTUUYECKUM
kputepuem AITXK, HO, K coxaneHuro, oH obiamaer
HU3KOU YyBCTBUTEILHOCTHIO U CIEUU(PUIHOCTBIO [17].
I1pu oLieHKe BaprabeIbHOCTU CEPIEUYHOI0 pUTMAa Y MO~
JTaBJISTIONIETO OOJBIIMHCTBA OOJIbHBIX OTMEUAETCs 3Ha-
YUTEJIbHOE CHIDKEHME ITapaMeTpOB BPEMEHHOIO aHa-
JM3a U TpeodsagaHre HU3KOYACTOTHBIX COCTaBJISIIO-
X CIIEKTPAIbHOTO aHaIM3a. DTO CBUICTEIBCTBYET O
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Vector Magnitude

Butterworth
25-250 Hz
200 mm/s
1.00 mm/uV

Qurations(ms)

Std QRS 155
Total QRS 221
Under 40 Uv 103

RMS Voltages (uV)
Total QRS 39.6
Last40ms 4.0
SD of Noise  0.33
Mean Noise  0.95

100 uv
90 uv
80 uv
70 uv

= 60uvV

i 50 uv
| = 40uvV
= 30uv

I 20w
e

Puc. 4. OKI BP y manmenta ¢ AIAITXK. Peructpupyorcs
MO3HUE MOTeHU MBI XKeaynoukoB (QRS 6omee 221 mc)
CO 3HAYUTENILHBIM YBEJIMUEHUEM aMIUIUTY/Ibl KOHEUHOI
gacty QRS-KoMITIeKca.

TUIEPCUMITATUKOTOHUU U HAPSITY € MOJIOXUTEIbHBIMU
JMAHHBIMU TIPOOBI ¢ (PU3MYIECKOI HArpy3KOi MOXET
CJTy>KUTh KOCBEHHBIM TMOKa3aHUEM K Ha3HAUYEHUIO aH-
TUAPUTMUYECKUX TIperapaToB, O0Jagalonmx [-aape-
HOOJIOKMPYIOIIIEH aKTUBHOCTBIO, C LIETBIO TTPEIYITPEkK-
neHust mapokcusMoB KT, KoTopele B OOJBLIIMHCTBE
CJTy4aeB SIBJISIIOTCS KaTeXOJIaMUH3aBUCUMBIMU (puc. 4).

Idxoxapauorpadus

Oxokapauorpadust TpuMeHsieTcsl sl OLIEHKU
¢yukimm 1 pasmepos K u JIK. Hanbonee xapakrep-
HbIMU U3MeHeHusIMU Tipyu AIITT2K sIBJISIOTCSI TUITOKU-
He3 u aunarauud [12K, nmpu aTomM cnekTp JaHHBIX, MO-
JIydeHHBIX ¢ TToMoliblo DXoKI, MoxeT KojaebaTbcsl OT
HopMmanibHOTO 12K 1O MpHM3HAKOB TSDKEIIOTO ITOpake-
HMSI CO 3HAYUTEJIbHOW AWiaTaluyeid W HapylIeHUSIMU
cokpatutenbHoi cnocodHoctr T12K. YoenutenbHbIMU
OxoKT'-kpuTepusiMy cuMTalOTCsl 3HAYMTEIbHAS AUIa-
tauwms 12K, 1okanbHble aHEBPU3MBI U 00JIaCTU JUCKU-
He3a ¢ AMACTOJIMYECKUM BbIOyXaHUEM, KOTOphIC Yallie
OIpenessIloTcsl B HkHebazanbHoM cermeHTe TTK [2,
21]. HapyureHunst cTpykKTypbl ¥ (YHKLIMA
mrokapaa [12K moJmKHBI OlleHUBAThCS B He-
CKOJIBKMX 00JIaCTSIX, BKIIIOYAST ITPUTOYHBII
OTJIeJ, TeJIO U BBIHOCSILLIMI TPaKT, TaK KakK
TIopakeHre, 0COOCHHO Ha HavyaJIbHOM 3Ta-
e, HOCUT o4aroBblii xapakTep [18].

ApyruMu  BaXHBIMU ITapaMeTpaMu
Ox0KI" SBASIOTCS KOHEUHBI CUCTOIMYE-
CKMU M KOHEYHBIA AUACTOJIUYECKUIA pas-
Mepnl [T2K, a Takke cooTHOIIEHNEe KOHEY -
HBIX IMacTojiMyeckux pasmepoB 1K u
JIK. CootHourenue 6onee 0,5 obiamaer
YYBCTBUTEIBHOCTBIO 86%, criennduaHoCc-
ThI0 93% M mpeackasyloleil eHHOCTHIO
86% mna muarHoctuku AJIITK [31, 34].

HeratuBHas mnpeackasyioliasi IIEHHOCTb, paBHas
93%, nenaeT ONaHHBIA HapaMeTp MCKJIIOUMTEIbHO
BaXXHBIM. bojiee «TOHKMe» TPU3HAKM, BBISBIIsSIEMBIC
npu DxoKT, BkirogaroT naMeHeHus moxoctu [12K, ta-
KHe, KaK YCUJICHHEe UHTEHCHBHOCTU OTPaXKeHUsI MO-
JIEPaTOPHOTO TTyYKa 1 pesibedhHasi TpabeKyIsIpHOCTH B
obmactu Bepxyiku 12K [21]. OnHako B ciydae Jioka-
JIM30BAaHHBIX YYaCTKOB XMPOBOTO U/WIu (hUOPO3HO-
KMPOBOTO TEPEPOKICHUST KpaiiHe CIOXHO MIACHTU-
uMpoBaTh yKazaHHYIO aHOMAJIHIO.

PenTrenokonTpacTHas BeHTpHKYyIOrpadus

PeHTreHoKOHTpacTHasE BEHTpUKYyHAorpadus Io-
MpeXKHEMY paccMaTpUBaeTCss MHOTMMH aBTOpaMU KakK
METOJ, BBIOOPA JIJIsT OLIEHKU CTPYKTYphI U pyHKLU [T2K
[21, 36]. PeHTreHOKOHTpacTHasi BEHTpPUKYJorpabus
MO3BOJISIET BHIIBUTD Takue udmeHeHus I12K, xapakTep-
Hole 1151 AJATTK, kak uHGYHAUOYIIpHbIE aHEBPU3MBI,
yTOJIIIeHNE TpadeKys 6ojiee 4 MM, BBICTYTAIOIINIA MO-
JePaTOPHBIN TSK, aHEBPU3MBI BEPXYIITKM, MHOXECT-
BEHHBIC MEIITKOBUIHBIC BEIOYXaHMS B 001aCTH HIDKHEM
CTEHKHU, B cyOTpuKycnaaibHoi oonactu [12K. B 6onee
TSDKEJIBIX CITyJasiX BBISIBIITIOTCS TIPOJIATIC M HEMOCTa-
TOYHOCTb TPUKYCIUAANIBHOIO KJlarnaHa (puc. 5).

Coueranue BbBIOyXaHMSI mepenHeit creHku 12K,
CyOTpUKYCITUAATBLHON 001acTU U TUIlepTpoGUn Tpa-
Oexysn xapakrepusyercss 96% crelu@uuHOCTBIO U
87,5% 4yBCTBUTEJIbHOCTbIO B OTHOLICHUM AMArHo3a
AIITX [16, 20, 36, 40].

KoMnbloTepHas 1 MarHUTHO-pe30HAHCHASA
ToMorpacgus

Kowmmrsrorepras romorpacdus (KT) u MPT — nBa
HauboJyiee COBPEMEHHBIX METO/Ia, MO3BOJISIOIINX BU-
3yaJM3MpPOBaTh IATOJOTHMYECKHE M3MEHEHUS MUO-
Kapna, cBoiictBeHHble AJITTZK. XapakrepHbIMU Ha-
XOOKaMM TIpH 3JIeKTpoHHO-IyuyeBoi KT sBisiorcs
M30BITOK 3MUKAPAUAIBHOM XUPOBOM TKaHU, BBICTY-
naroiye TpabdekyJibl, (heCTOHYATBI BUI CBOOOIHON
creHku 12K u nHTpamuoxkapauanibHble XUPOBbIE OT-
JoxeHus [50].

Puc. 5. Bentpukynorpadus npu AAITTK: paciumpenue BTTIK, anes-
pusMatuuyeckoe BoiOyxaHue B oosactu Bepxyiku [12K u BTTIK.
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MPT no3BoJisieT XOpollIo pa3auyaTh XUPOBYIO
TKaHb 1 MUoKapa. OmHAKO IIPUCYTCTBUE B HOPME 1T~
KapIuajJbHOTO W TEepUKapAMaJIbHOTO XUpa CO3[aeT
TPYIHOCTHU B MACHTU(UKAITNY MHTPAMUOKAPINATEHOMN
XkupoBoit Tkanu [15]. MPT B kuHopexkume obdecrieun-
BaeT XOPOIIYI0 KOHTPACTHOCTh MEXJTy TOKOM KPOBU U
MuokapaoM creHku [12K, 4To 1mo3BosisieT moayIuTh 10-
CTOBEpHYIO0 MH(POpMalnio o pazMepax mosoctu 12K,
TTOABUKHOCTH €T0 CTCHOK, HATMYWU JIOKATbHBIX aHEB-
pU3M M CerMEHTApHOI MuiaTaly, a TakKKe OLIEHUTh
COCTOSTHHE COKpATUTEJIbHOM (pyHKIIMKM Muokapaa ITK
[42]. B Hacrosiiliee BpeMsl CUMTaeTcs, YTO METOAMKA
MOXET 3aMEHHMTh aHTUOTpauio M, BO3MOXHO, OMO-
TCUI0 B IMAarHOCTUKE 3TOI MaTOJOTUMU TPY YCIOBUU
BO3MOXXHOCTH pacueTa IIPOIICHTHOTO COMepKaHUSI K-
poBoIi 1 (puOpPo3HOI TKaHU B MuoKapae [20].

CounTurpagus Muokapaa

Wcnonb3oBaHue paauoOU30TOIMHOM CLMHTUIpA-
¢un muokapaa y manueHtoB ¢ AITTXK BbisgBisIeT Ha-
pylIeHrne KOHTPAKTUJIBHOCTA MUOKapP/a.

Tucronoruyeckuit anaamus

DHIOMUOKapaAUalbHas OMOICUST OOBIYHO TTPOBO-
JIATCS B 00JIACTH COCIMHEHUSI TIEPETOPOIKU U TIepeI-
Hell CTeHKM TpaBoTro Keiymouka. Kputepusmu gua-
THOCTUKM SBJISIETCS H0JisI (pUOPO3HON M KUPOBOM
TKaHu B ouonrate. [Tpu AITTXK xxupoBas cocTapsiio-
mast npesbimaer 3,21%, a ¢ubpo3Has TKaHb —
40,38%. YyBCTBUTEIIBHOCTb 3TO METOAMKU COCTaB-
nstet 67%, cneumbuaHocts — 92% [7].

JIEYEHUME NAIUEHTOB C AAITXK

JleueHne GOMBHBIX C ApUTMOTEHHOM AVCIIIa3Ueit
2K aBasieTcs CA0XHON KIMHUYECKON TMPpOOIeMOIid.
IlepBoii MONBITKON BO3AEUCTBUSI Ha CyOCTpaT Taxu-
Kapauu Oblla BEHTPUKYJIOTOMUSI B 30HE HambOoJjee
paHHEeH SMMKapIUaTbHON aKTUBAIIUY, BBITIOJTHEHHAS
G. Guiraudon u coast. B 1982 r. B mocnenyioiiem sta
TpyIa aBTOPOB TMPEIJIOXKWIA OIEepaInuio TOJTHON
u3ojssunn cBodomHoit creHku I12K, kotopast He Ha-
IIJ1a IIIPOKOTO PACIIPOCTPAHEHMS B CBSI3M C 9aCThIM
pPa3BUTHEM MPABOXKEIYIOUKOBON HETOCTATOUHOCTHU B
rnocjeornepaloHHoM nepuoae. Moaudukauus me-
TOAWMKU C YACTUYHOM M30Js1Meli CBOOOJHON CTEHKU
MPaBOToO XeJIylouka Takke He BOIIa B HIMPOKYIO
MPaKTUKY M3-3a 4YacThIX peuuauBoB aputMuu [30].
OnucaHbl OTAENbHbIE ClIydyau JIUTEABHOTO 3¢ deKTa
3oty [12K mpy He3HAYMTETbHOM CHIDKCHUM €TO
byHK1MM Ha DOHE ABYXKAMEPHON CTUMYJIALUU [44].
OOHMM U3 BapMaHTOB XUPYPTHUIYCCKOTO JICUCHUS
AJTITZK MOXHO cuMTaTh TpaHCIUIAHTALIUIO cepAlia.

B HacTosimiee BpeMs IS JIeUeHUS ITallUEHTOB C
nuarHozoM AJITT2K mMcnonab3yloT aHTUApUTMUYECKUE
pemnapaThl, KaTCTEPHYIO paaIloYacTOTHYIO abJIaIuio,
MMILJIAaHTAIMIO0 KapAUOBEPTEPOB-Ae(DUOPUIISITOPOB.

AHTI/IapI/ITMI/I‘IeCKaﬂ Tepanua

OIBIT METUKAMEHTO3HOTO JICYEHUST SKeTyT0UKOBBIX
HapyllIeHUit putMma cepaua y 0oiabHbIX ¢ ALK oTHO-
CHUTEJIBHO HEBEJIMK WM OrpaHWYMBACTCS pe3yIbraTaMu
psima HeOOMBIINX MCCIICIOBAaHMI, KOTOPBIE He (hOopMu-
PYIOT JOCTaTOYHOI ToKa3aTeabHOU 0a3bl. BoMIbHBIM C
YMepeHHO BhIpaxkKeHHBIMU M3MeHeHussMH [12K 11 oTcyT-
CTBMEM KaKHX-JIM0O 3Kaj00 peKoMeHayeTcs poduiak-
TUYECKOE Ha3HaYeHUE [-aapeHo0I0KaTopoB. Mcnomb-
30BaHUE TIPErapaToB 3TOM TPYIIIbI MO3BOJISIET CHU3UTh
CTETICHb aipeHEePTMIECKIX BIIMSIHUIA Ha Ceplie, BO3HU-
KalolMx Npu GU3NIECKUX U SMOIMOHATBHBIX Harpy3-
KaxX, ¥ TeM CaMbIM CHU3WUTbH PUCK Pa3BUTHS apUTMUIEC-
KMX COOBITUIA. B citydasix BBISIBICHUSI YAaCTOM KeTya0u-
KOBOI 3KCTPACUCTOINI BBICOKMX Tpamalliii, SITM3010B
JKETyIOYKOBOM TaxXMKAPIUKM PEKOMEHIYETCSI TTOMUMO
[-anpeH000KAaTOPOB Ha3HAUEHUE aHTUAPUTMUYECKUX
npenaparoB. [TokazaHo, yto HanboJsee 3(h(HEKTUBHBIM
CPEeICTBOM MEIMKAMEHTO3HOI MpOGMUIaKTUKN Tapo-
kcu3MoB KT y 3THX MALIMEHTOB SIBISIETCST COTAJION,
00BECOMHSIONIMNI B cebe AeCTBUE HECeICKTUBHOTO
[B-6mokaropa u anTraputMuka 11 kimacca [56].

AMMOIAPOH, AEMOHCTpUPYIOIUI 3(PPeKThl aHTH-
aputMumdeckoro nipernaparta I11 kiracca, cmmmaToanTiKa
(o~ u B-6mokaropa), 6;10KaTOpa KaablIMEBbIX KAaHAIOB
(IV xnacc), umeronmii peryranuio «mpemnapata No 1»,
KOT/Ia pedb MICT O TMEePBUYHON W BTOPUIHOM TTpodu-
JIAKTUKE BHE3AITHOW CMEPTH Y TOCTUH(MAPKTHBIX 00JTh-
HBIX 1 ITAIIMEHTOB C HEAOCTaTOYHOCTHIO KPOBOOOpaIIIe-
HUSI, TIO-BUIMMOMY, TaKXKe TOJIKEH 3aHUMAaTh MECTO B
TIEPBOM PSIIY CPEACTB JeueHUs 60abHBIX ¢ AJITTK. Om-
HaKO CErofHsl HeT JaHHBIX CIIELMaIbHO MPOBEIESHHBIX
HCCIICIOBAHNI, KOTOPBIC TTOATBEPAVIIN OBbI 3TO TIOJIO-
xkeHue. Mcnonb3oBanue mpemnapaTtoB I, ocobenHo 1C
KJacca, B JieueHuM nanueHToB ¢ AJITTK Helenecoo0-
pa3HoO BBUIY HU3KOM 3((HEKTUBHOCTU U BEICOKOTO PU-
CKa apUTMOTEHHOTO IEHCTBYSI, KaK Y TIPU APYTHMX BUIAX
MaTOJIOTUM, TIPOTEKAIONINX C AWjIaTallMeil ITOJoCTeit
ceplia ¥ CHIDKEHEM COKPaTMMOCTH MUOKap/a.

Haxe TIpd TPaBUIBHO TIOCTABICHHOM IHArHO3e
BO3MOXHOCTU KOHCEPBAaTHBHOI Tepamuu HEBEJUKMU:
3(HEKTUBHOCTh aHTHAPUTMUUYECKUX IIperapaToB
(AATII) cocraBnsier 40—50% Ha paHHMX CTaaMsIX 3200-
JIEBaHUS; TIPUYEM MOHOTEpaIus, KaK IIpaBUjIo, OKa-
3bIBACTCSl HEJOCTATOUHOM U TpedyeTcs coueTaHue 2—3
AAITI, 9TO yBeIMUMBAET YACTOTY BOBHUKHOBEHUS TO-
OOYHBIX, B TOM YMCJIE TTIPOAPUTMOTEHHBIX, 3(P(PEKTOB.

KaTeTepHaﬂ Paano4acTOTHAA 36113111/151

Meron KaTeTepHOI paauMoYacTOTHON abaLuu
(PYA) moxeT ObITh CTOIb30BaH y 00bHBIX ¢ 2K T, Boc-
MIPOM3BOAMMOI C TTIOMOIIBIO 3IEKTPOCTUMYJISIIUN TP
MPOBEJICHUM BHYTPUCEPACYHOIO 3JIEKTPO(DU3HOIOT-
YeCKOTo McclienoBaHus. [IpuMeHeHe pagro4acTOTHO-
IO BO3ICICTBUS Ha MUOKApP/l HAIIPABJIEHO Ha pa3pyllie-

AHHAJIBI APUTMOJIOM N, Ne 4, 2005



AHHAJIbI APUTMOJIOMNU, Ne 4, 2005

48 AHHAJIbI APUTMOJIOMN, Ne 4, 2005

HME apUTMOTEHHOI 30HbI TaxuKapauu. MeTton MoxeT
paccMaTpuBaThCS KaK alkTepHATHBa (hapMaKOTepaITin
MpY OTCYTCTBUU 3(pdeKkTa OT MPUMEHEHUsI aHTUAPUT-
MMUYECKHMX TIPeIrapaToB WM WX HEMEepeHOCUMOCTU Y
OOJIbHBIX C YAaCTBIMU peluaArBaMU Taxukapauu. Hemo-
CpeICTBeHHBIN 2(PDEKT BBIMOTHEHUS STOW MPOLIEAYPhI
COCTaBJISIET, 110 JAaHHBIM Pa3HbIX aBTOpOB, oT 60 10 90%
[14]. BMecTe ¢ TeM OTMEYaeTCsl U BbICOKAsl yacToTa (10
60%) orcpouyeHHbIX peranuBoB KT, yTo TpebyeT mpo-
BelieHUs1 MOBTOPHbBIX mpoueayp. G. Fontaine u coaBT.
[24] coobmrarot 006 apdexTBHOCTH Mpolienypsl PYA B
32, 451 66% city4aeB TTOCIie TIEpBOTO, BTOPOTO M TPETh-
€ro BMeIIaTeJIbCTBA COOTBETCTBEHHO y 50 OOJIBHBIX.
IIporpeccupoBaHue MaToOJIOrMYECKOro Ipolecca Mpu-
BOINT K BO3HMKHOBCHUIO HOBBIX apUTMOTCHHBIX 30H,
YTO U SIBJISIETCS MPUUUHON OONBIIMX pa3INUUil MEXTY
HETIOCPEICTBEHHBIMI 1 OTHAJICHHBIMU pe3yIbTaTaMK
PYA. JlaHHble O BIMSHMM 3TOrO METOJA JICUEHUS Ha
MPOrHO3 XXU3HU MaureHToB ¢ AIITT2K oTCyTCTBYIOT.

HMmiuranTanus KapauoBeprepa-aepuopurisaTopa

PaHnoMu3MpOBaHHBIX UCCIIEMOBAHMIA TIO0 TIPUMEHE-
HUIO 3TOro MeToja JeueHus y naiueHToB ¢ AJITTK He
MpoBOAWIOCk. B HacTosII1Iee BpeMst M3BECTHBI pe3yJibTa-
ThI TOJTBKO OTHOTO KPYITHOTO MHOTOIICHTPOBOTO MCCIIe-
JIOBaHUS MO MPUMEHEHUIO UMILTAaHTUPYEMbIX Kapauo-
BepTepoB-neduodpuuiaropos (MKJI) ¢ uenbto nepBuy-
HOI 1 BTOPUYHO NMPpODUIaAKTUKKU BHE3AITHOI CMEPTU Y
6ombHbIX ¢ AIITK (DARVIN STUDY) [46]. B uccre-
JIoBaHMe BKIIIOUeHBI 132 601bHBIX B 22 1ieHTpax CeBep-
Hoit Mtanum u B 1 ientpe CLLA. Y 78 % GonbHBIX paHee
yxe peructpupoBaiuch smu3zonsl KT 1 BHe3amHO
cMepTH (TpyIia BTOPUIHOM NPOpUIaKTUKK), a 'y 22%
UMEJIMCh TOJIBKO (pakTophl prucka Bo3HUKHOBeHMSsT 2KT
(rpyrmna nepBUYHOI npoduiaakTuku). Cpok Habmone-
Hus mociie mviutaHTaumy MKl cocTaBm B cpemHeM
39 mecsueB. Yacrora pasButusi KT Oblia cxogHa B
obenx rpymmax: 7 u 7,4% B TOI COOTBETCTBEHHO.

Moyt y 50% GOMBHBIX, BOILIEAIIMX B MCCIIEI0BA-
HUE, 32 BpeMsl HaOIIOEHUST XOTSI Obl OJTHAXbI PETH-
crpuposanoch BkioueHue MK B orBet Ha KT nim
pubpumIaLMIO XenynoukoB. HezaBucrumbiMu (hakTo-
pamu paszButusi KT sgBuauch: MoJaoaoit Bo3pacr,
aHaMHe3 YyXe€ IepeXUThIX SIM30J0B BHE3aITHOMI
CMepTH, HapyIIeHUs TeMOIMHAMUKH BO BpeMsI T1apo-
kcusMa KT, a Takke pe3yabraTbl KIMHUKO-UHCTPY-
MEHTAJIbHOTO 00CIIeOBAaHNS, CBUICTEIHLCTBYIOIINE O
BOBJICUEHUN B MATOJOIMYECKMI MpoliecC MUOKapaa
JIK. HeoOXxoauMO OTMETUTD MOBBIILIEHHbI PUCK OC-
JIOXKHEHU, cBsA3aHHBIX ¢ mMmIutaHtauueir MKJ, vy
JlaHHOIT Kateropuu 6oibHBIX. [Ipexae Bcero, 3To 60-
Jiee BBICOKAsi BEPOSTHOCTD Tepdopaiiii nu3MeHEeHHO-
ro muokapaa IT2K TpaHCBEHO3HBIMU 2JIEKTPOJIAMU BO
BpeMmst omnepalii. K ToMy Xe CTpYKTYPHO 1 3JIEKTPH-
YECKM U3MEHEHHBII MUOKap/l FTeHEPUPYET HU3KOAMII -
JINTYIHBIE 3JICKTPUICCKUE CUTHAIBI U XapaKTepHu3y-

ercst 0osiee BBICOKMMU ITOPOTaMyu CTUMYJISIIAN U Jie-
¢ubpusamun. Bece 370 oTpHIIaTeIbHO CKa3bIBaeTCs
Ha 3¢ dekTuBHOCTH padoThl MK]/I.
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