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BBEJIEHUE

Tociieume AECATHIETHS 03HAMCHOBAIMCH OONBIIMMHU YC-
[exaMy B JUACHOCTHUKE U JICYSHUU CEPICHHBIX aputMuii. Tem He
MeHee, CCPAedHbIe apUTMHE OCTaloTCs paxHeedl MeAHnIIHHC-
«oit 1 conpanbHoii mpobnemoii: Tombko B CILIA BHE3amHas apHT-
MHYECKAs CMEPTh HACTHIaeT CXKCrORHO gonee 400000 genopex.
B MeHee pasBHTHIX CTPAaHaX 3Ta HpobIeMa ABIACTCA CIIC bonee
YIPOKAIOWICH.

Ha dose BUEUATIIOMAX JOCTIDKEHUH HEMEIUKAMEHTO3-
HOH Tepanuyl apUTMUH HaGITFONAETCS OUECBHAHBLA KpU3HC B 00-
nacTH (papMaKoTepanvy H (hapMaKoROrHIeCcKO HPOPHIAKTHKY
Hapymenuii cepredHoro purMma. Kiaccmieckue HCCIIEIOBAHMS
CAST-1 1 CAST-II noka3anu, 9TO ONACHBI APHTMOTCHHBIH a-
(DeKT aHTHAPMTMUICCKHX TIPEapaTonB 3a4aCTyI0 TPEBBIIAET HX
anruapuTMudcckuii adpdext. Bee ato femact aKTyaIbHBIM JIAJIb-
Heiiniee U3y4eHue 'YTHONOrUY ¥ MATOTEHE3a apUTMUM, HCCHIeNo-
BAHYME MOJEKYIAPHBIX OCHOB HAPYWICHH CEPNESUHOTO pUTMa,
BOIMOMKHOCTEH HA OCHOBE MOTIYYEHHBIX 3HaHUI Gonee LeseHan-
PABJICHHOM, «TOYETHON» TEPATUH. '

Cepricunble apUTMHMH MOXHO Da3iCiuTh Ha 2 GospuIne
FpYIIL: HEPBAYHBIC H BTOPUIHBIC. BropudHEIe apuTMUH ABI-
10TCA TPOSABICHHCM. WIK OCIOXHCHHEM PA3IHYHBIX KapIHaib-
HBIX W HEKAPIHMAIBHBLIX 3a00NeBaHui ¥, NPEKIC BCCIO, TAKHX
pacIpoCTPaHCHHBIX MyTETHGAKTOPHATBHBIX 3abonesanuii, KaK
Mmemxiqécxas{ Gone3Hp CepAlia H apTepHaibHas TMICPTOHHS. .
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K nepBUUHBIM GDUTMMAM OTHOCHTCH TaKue apuTMiH, KOTOPHIS
He cBE3aHB! ¢ KakuMmi-nubo 3aboneranusyi. B NpoucxomacHIN
no kpaifsell Mepe YaCTH U3 HUX OTYSTIHBO IPOCACKABACTCS Ha-
CHEACTBeHHBIN KOMITOHEHT.

Cpenu nepBHYHBIX ADUTMUIH HEOOXOAHMO BHINEIUTH IIpe-
WIE BCETO TAK Ha3biBAEMBIC MOHOTCHHBIC apUTMHH. 3TO aput-
MWW, 3THONOTUS KOTOPHIX YETKO YCTAHOBICHA W ONPENEeNseTcs
MyTaluet B OQHOM U3 TeHOB. K TaKUM apUTMUAM OTHOCATCS CHH-

JpOMBI VIATIMHCHHOTO ¥ Kopotkoro uuTepsanos QT, cunmpomsr -

Bpyrana, monuMoppHOH KaTexonaMiHIPIHYeCKol TaXUKapIHy,
APUTMOTCHHOH OHMCIUIA3MH IIPABOTO XKeiIyAouka. K MOHOTCHHBIM

APUTMUAM MOXKHO OTHCCTH TAKOKC HACICHCTBCHHBIC (i)OpMI)I cHH-

npoma WPW. Bee ot 3a00JICBaHNS HACAEAYIOTCA IO MEHIEICB-
CKOMY THITY. 3a [IOC/IeHHE 2 eCITIIICTHS JOCTUIHYT OIPOMHBIH
nporpecc B ux usydeHuu. Ho BcTpeuarorcs OHM OTHOCHTEIBHO
penxo (or 1 Ha 10000 o 1 ma 200000 nacenenus).

Hapsny ¢ MOHOTCHHBIMH apUTMHAMH HMeeTcs Gompinoe
KOJIMHECTBO TEPBHUHBIX aputMuii (pubpwiisnus npeacepnuii,
CHHJIpOM cTia00CTH CHHYCOBOIO Y3714, aTPHO-BEHTPHKYIIPHEIC H
. BHYTPWKQIIYIOYKOBBIC OJIOKAIBI ¥ Jp.), KOTOPBIE TAKKE HE CBS-
34HB] ¢ KaKuMU-nu00 ONpeneHcHHBIME 3a00NICBaHMAME T UMe-
10T ABHYIO HACIEACTBEHHYIO HpENpaconoKeHHocTs. Ho renea-
JOTHS ¥ TCHETHKA ITHX 3a0oNeBaHMil HCCICAOBAHBI B MCHBLICH
CTEICHH, XOTS ¥ UHTCHCHBHO M3Yy4YaiOTCH B IOCHCAHCE BpPEMS, B
TOM. YUCJIC W B HAlleH KIMHWKE. YUYuThIBas ropasno Gomnsiryio
PacIpOCTPaHEHHOCTD 9THX APUTMUI B CPABHEHHH C yKa3aHHBIMU
MOHOTCHHBIMH 2PUTMHAME, aKTYAJbHOCTh JAHHBIX HCCIENOBa-
HUI HE BBI3BIBACT COMHCHHUA.

Heo0xomuMocTh TaHHOTO y4eOHO-METOAHIECKOTO II0CO-
Ous, ¢ Haniedl TOYKH 3peHUs, OOYCIIOBICHA TEM, UTO, HECMOTPA
Ha BIICUATIISIONIHE TOCTIKEHNA B OOIBIIOH HHTEpEC K mpolneMe
TEHEAIOTHY U TCHETHKY CepIeUHBIX apuTMui, B Poccun mo Ha-
CTOAINIETO BPEMEHH HE MyOIUKOBaIHCh pabOThl, B KOTOPBIX OBUTH
- 61 06001IeHEl TaHHbBIE 3TUX MCCIENOBanRMiA 1 ocTikeruit. 1o
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HEKOTOPBIM CHHJPOMAM, HAIPUMED, N0 CHEApoMY kopoTkoro T,
nyOauKauuy B POCCUHCKOHN NHTEPaType OTCYTCTBYIOT.

B nanuo# MoHorpaduy npeacTaBIeHB! HE TOMBKO COBpE-
MEHHBIE THTEPATYPHBIC NaHHBIC IO TCHEATOTHI ¥ TEHETHKE Cep-
LCUHBIX aPUTMHH, HO U JaHHBIC, HONYUCHHBIC 32 NOCHEIHES e-
CATHJICTHE B HAIICH KIMHUKE. DTH HCCIENOBAHMS TPOBOIUIUCE
Hamu B corpymumuectse ¢ Tomexmv HUU mepmummckoit reme-
Ty (mupexrop — akagemuk PAMH B.IL. Iyzwipes) u Hoso-
cubupcxkum HUM tepanmy (mpexTop — dIeH-KOPPECTIOHAEHT
PAMH M.HU. Boesoga). [lonp3ysace ciyyaeM, MBI XOTes# 651 Bbl-
PasKTh UCKPEHHIOK NPU3HATEABHOCTD OTHM KOJUICKTHUBAM 33 CO-
TPYAHHYECTBO. ‘

1. KAHAJIOIIATUHA
(anexTpuyeckue Gojie3Hu cepaua)

" B nocnennue ronpi 6bia BRLACNCHA TPYIINIA HACIEACTBEH-
HBIX apUTMUM, B OCHOBE KOTOPBIX JIC)KaT MYTallud B TeHax Gen-
KOB MOHHBIX KaHAJIOB CepAua. Pe3ynsraToM 5TUX MyTalui sBiis-
eTcs HapylueHue QYHKIMY COOTBETCTBYIOMMX MOHHBIX KAHATIOB
U CBA3aHHOC C 3THM M3MEHCHHE IPOXOIDKUTETbHOCTH H KOH(H-
rypanuy oTeHnpana 1edcTeus MHOLUTOB. KiluHugaeckumu mpo-
ABICHMAMH 3THX 3a001€BaHu ABAAIOTCS CHEUUPHUYESCKUE H3MeE-
nenna Ha OKI' 1 BO3HMKHOBEHUE TDKEIBIX JKH3HEYTPOKAEMBIX
CEpEYHBIX APMTMEH C BHICOKOH YACTOTON BHE3AIHOM CMEPTH.
XapakTepHO#t 0COBEHHOCTBIO 3THX 3aboieBanHuil ABIAETCH OT-
CYTCTBHE CTPYKTYPHbBIX M3MeHEHUIN B Muokapne. [Tosromy onu
HOITYYHITA HA3BAHUE KAHAJMONATHH WIH ICKTPHUYECKHX 60sie3-
neit cepaua. K otum 3a001eBanisaM B HACTOAIIEE BPEMS OTHOCAT
CHHJIPOMBI YIAJTMHEHHOTO M KOpoTKoro uHTepsana QT, cunmpom

" bpyrana, cuHApOM HOMUMOPQHON KATEXONAMHHIPIUYECKON Xe-

JIYyLOYKOBOH Taxukapauu. B Hacrosimieil riase 1aHa KMHIIeCKasd
U TEHETUYECKAs XapaKTepUCTHKa TuX 3abonesanuit. Kax Gyner
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LQTS COO'rBeTCTByei naronorny reda KCNE!, sapuant LQT6
nerepMuauposar resiom KCNE2, Bapuant LQT7 cooTBercTByeT
naronoruyu reda KCNJ2.

VKa3aHo HHUXe, OTHelIbHbIe cityuan reppuyHslx @I, CCCY, ABbB
TaKKe MOKHO Ob1I0 Ob1 OTHECTH K KanamonarysaM. Ho mis yno6e-
TBa U3JI0XKEHUS 3TH CIIy4YaH OIIMCAaHbI B COOTBETCTBYIOIIHX pasie-

Jax MOHOTrpadHH.

1.1. CHHJIPOM YJTHHEHHOI O
HHTEPBAJIA QT

Curpgpom yanunennoro uparepsana QT (LQTS) xapaxre-
pu3yeTcd Hanu4uMeM ymuimHeHHoro mateppana QT (koppurupo-
Barnpli QT > 460 mc), CHHKOMANBHBIX TaK U CIYUacB BHE3am-
HOM CMEPTH BCIAECACTBHE Pa3BUTH ITONUMOPQHOMN WKy HOUKOBOH
taxukapun (torsado de pointes) i GUOPUIUIAIUY KETYIOUKOR.

Ilepenarompiics 10 ayTOCOMHO-PELICCCUBHOMY  THILY
cugnpom yamuHennoro QT, cogeraromuiica ¢ riryxortoif, Ho-
CHT Ha3BaHHE BIIEPBEHIC OommcaBmiux ero B 1957 rony A. Jervell,
F. Lange—Nilsen. Otu aBrops! vaGmioganu 4 OQHOKPOBHEIX Oe-
Tell, CTpaAArOMIUX CHHKOTIATLHEIME aTaKaMH, TITYXOTOH U HMCEO-
mux ypauHenne uHrepsana QT ma OKI. Tpoe u3 Hux BHe3amHo
rroru6nH B Bo3pacre 4, 5 u 9 ner [123].

AyTOCOMHO-IOMUHAHTHBIN THII HACICAOBAHUS CBOHCTBE-
HeH cumpomy yimuueHsoro QT 6e3 CONMyTCTBYIOIIEIO Hapy-
HICHUS CIIyXd, BOEPBBIC OGHAPYKEHHOTO ¥ YJieHOB 2 ceMelcTB
C. Romano u coast. [206] u O, Ward {2521 B 1963 u 1964 rogax
COOTBETCTBEHHO.

Cuunpom Pomano-Yepna. 3a passurne 3aboicsanus
orBercTBeHHbl 7 TeHOB. COOTBETCTBCHHO HATOIOTHM B Onpele-
JICHHBIX T'CHAX BBIIENAIOT TCHETHUYCCKHE BAPHAHTHI CHHIPOMA
yinmaenHoro uHarepsana QT. Tenernueckuit Bapuant LQTI co-
orBercTByeT naronoruyn rena KvLQT1, papuasr LOT2 — maro-
noruu rera KCNH2, papuant LQT3 coorsercrByer maronoruu

rena SCNSA, papuant LQT4 — naronoruu rena Ank B, BapnaHT

-6
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Puc. 1.1.1. XpoMOCOMHBIE TIO3HIMH PA3IMIHEIX TEHETHUECKHMX BADHAHTOB
cunApoMa yiuHeHHoro nHTeprana QT [190]

bonee 50% Bcex cioyuaes CHHOPOMA YIIHHEHHOIO HH-
teppana QT cpsasansl ¢ myranuamu B rege KCNQ1 (remeruuec-
xuit papuant LQT1). Passurue okxono 40% crnyuaer cuampoMa
yrnuaesHoro uHTepBana QT onpenensercs MyTauusMH B IEHE
KCNH2 (reneruueckuii sapuant LQT2) [50, 108]. B 5% cuy-
4aeB PACCMATPHBACMBIH CHHAPOM OOYCHOBNCH MyTanMaMu —
8 rene SCNSA (reneruueckuii sapuanr LQT3), 3a 1% cunapo-
Ma yiuHenHoro natepsana QT OTBeTCTBEHHbL MyTalliH B TSHAX
KCNE-1 (reneTH4eckuii BapHanT LQTS) n KCNE-2 (reneturaec-
xutt Bapuant LQT6). Onnaxo umerotes CEMBH, B KOTOPBIX 3Ta
IATONOrHA He CBA3aHA C HATMYHEM YKA33HHBIX BBIIIE TCHOB, T.e.
WUMEIOTCSL ¥ JIPYTHE T'eHBI, OTBETCTBCHHbIC 34 JaHHOE 3a00neBa-~
nue. Kpome 1oro, KinHH9eCKas IeTeporeHHOCTE CHEAPOMA YIUTH-
HenHoro uaTepBana QT, oGHApYHBAEMAT JaXE B TCHETHIECKH
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WICHTHYHBIX BapHadTax 386()}1088&1'}15}, HPCAIOIaraeT CyimecTBo-
BaHUC CILE HEC OTKPLITHIX ICHOB — MOﬂH(bMK&TOpOB C Bapnafienb-

HO¥M SKCHpCCCI/ICE, 34 CHET KOTOPBIX M HOCTHIAcTCA HCHOCTOsH-

CTBO (PEHOTUIHYECKUX NposgBIcHui. 1 osramy Sonee IpaBib-
HO IPEANONararh, YTO CHHAPOM YINHHEHHOrO uHTepBana QT —
3TO IPyHiia CXOMHBIX 10 (JEHOTHNHYCCKUM NPOSBICHHAM ICHO-
TUNWYECKE 00YCNOBICHHEIX GonesHell, CBA3ARHbIX C NATONOTHEN
MOHHBIX KaHaNO0B, : ‘

Kaxcapii w3 stx resos (tabm. 1.1.1.) I\O,I[preT onpeie-
NCHHBIH MPOTEHH HOHHOTO KaHAda. YPOBCHb KaJIHEBBIX H MPO-
THBOIIOJIOYKHBIX HATPUCBBIX TOKOB ONPEICISET MPONOIKHTEIb-
HOCTD (ha3hl PEHOAPH3ALMH CEPICHHOTO NOTCHIMANA JeHCTRYS.

MyTaiuu B reHax KalIHeBBIX KAHAIOB NPUBOIIT K CHIDKE-
HUIO KaJMCBOH MPOHUIAEMOCTH KAHANOB, YTO B CBOW OYEpPENbH
criocobeTByeT yanuHenno dhaskl penospusauun. B wacrrocTn
red KCNQI (noxanusamus 11p15.5) u ren KCNH2 (joxammsa-
upst 7q35-36) KOOUPYIOT a-CyGheNMHHUIIB Kanueshix Kananos ([Kr
u IKs), onpenensatonux ObICTPBIH KOMIIOHSHT BBIXOSIIET0 Kajlk-
€BOr0 TOKA C 38JCPKAHHBIM BBUIDSMIICHAEM (Ikr). I'en KCNE1
(Min K) — noxanusaums 21q22.-22 u rex KCNE2 (MiRP1) —
joxanusanus 21q22.1-22 Kozmpyror b-cyOBeIMHUIBI KATHEBBIX.
xanaoe (IKr u IKs). Ten KCNJ2 (noxanusamus 17q23) xonupy-
et Oenok Kanuesoro xaHana Kir 2.1. MyTauuu B 9T0M rese Tak-
K€ BBI3HIBAIOT CHHIKEHHE BBIIPSAMIIIONIErO KATHEBOTO TOKA. DTO
BBI3BIBACT YIUIMHCHUE KOHEUHOH ()azpl cepaeuHoro noreHumana

neficTBHs, YT0, OCOGEHHO B YCIOBHAX CHUXEHHOTO BHEKICTOU-

HOro ypoBHs K, NpHBOANT K PasBHTHIO NO3JHEH NOCTACHONPH-
3aIMM H CTIOHTAHHBIM aDHTMHAM.

Fer SCNSA (noxanusanus 3p21-24) xomupyer a-cy61>em/1-
HUILYY HATPUEBOTO KaHaa, GOPMUPYIONIETo OBICTPEIN HATPHCBBIH
ToK. MyTtatmy B kananax SCNSA BbI3BIBAIOT «IPHOBPETEHMEY
(yHKumE. DTH MYTalH¥ CO3LAI0T MEPCHCTHPYIOWHH TO3AHMIL
HaTPHEBBIH TOK, KOTOPBIH OTCYTCTBYET B (PH3UONOTHYECKHX yC-

g

A0BUSX. D10 NPHBOMMT K YBCIHYCHHIO HPOACDKUTENLHOCTH
(a3el PEHOIAPU3ALINA.

TIpu LQT4 ofuapyxena myrauus B rede AnkB, KOIHUPYIO-
wero Gesok ankirin .B. @yuxus sroro Sesika cpsizana ¢ paboroil
HaTPUEBOIO HACcOoCa ¥ KaJlbIIHEBO-HATPHCBOTO obmena. Ho sro
EIMHCTBCHHEIT H3 IpericTasaenHbIx B Tabmune 1.1.1. Genxos, He

o . N o
TBOIIHCSH HOT CPCHCTBCHES CySneaHuNLCH HOHHOIO KaHana.

Tabauya 1.1,
TenernyuecKue BAPHANTHI CHI/IPOMa YVIHHEHHOTO HHTEPBRAAA QT
(Romano-Ward)

BapuaHTs Ten Joxamuzauws | Kognpyemsiit | Wonnptit
LQT Gemnox KaHasi

LQT1 KCNQ1 11pls.5 KvLQTI1 a-cyObenu-
HHIA Kayme-
BOTO KaHAJIA
: (I(Ks)
LQT2 KCNH2 7935-36 HERG a-cyGoenu-
HHIA Kasine-

BOTO KaHAJA
(I(Kt)

LQT3 SCN5A 3p21-24 a-cyGrean-

. HHIa HATpPY-
€BOrQ KaHala
I(Na)

LQT4 AnkB 4g25-27 Ankirin B —

LQTS KCNE1 21q22.1-22 | Mink b-cyonenn-
HUIIA Kalive-
BOTO KaHaia

(I{Ks)

LQT6 KCNE2 21g22.1-22 | MiPR1 b-cyonenm-
: HUIIA KaJIHe-

BOTO KaHana

(I(K1)

LQT7 KCNJ2 17423 o | Kir2.1 Kanneroiit
kagan I (K1)




Baxmazemunckas E.B u coasr. [S] uaeHTuduuuposaiy €O~
BYIO muccenc-myrtamuio B rene KCNH2 y 18yx naigeHToK (MaTh
¥ [0Yb), IPUBOILIITYIO K 3aMEHE JeHIINEA Ha METHOHHH B S5 10-
pOTOBOH 06ACTH KalKeEBOTo KaHaua.

Cunnpom Jhxepsena—Jlanre—Hunbcena (ayTocoMHO-
PeLECCHBHBIH BAPHAHT CHHIPOMA YIIHHEHHOro muTepsama QT)
BO3HHMKACT Y ML C HACJICACTBEHHOH anomamueli KCNQ! mm
KCNE! anneneit y oboux pomuresnedt n XapakTepusyeTcs oco-
GEHHO CYIIECTBEHHBIM YANHHEHHEM uuTepBana QT.

o naHHBIM JHEKTPOKAPIHOrPaGHYECKOro CKPHHHHTA
uponarnyeckue Gopmel yauHensoro natepsana QT serpeua-
totest ¢ gacrorod 1:300000 nosopoxnenusix [130]. Cunxpom Po-
MaHO—Yopya BeIpeyaercs B 15 pas ganie, yem cunapom JIxep-
Bena—/lanre—Hubcena. Onnako mocnenunii Habmonaercs y
0,8% nereii ¢ BpoxaenHO# mryxotoii [23]. K xommy 90-x ronos B

MHpE HACUUTBIBAIOCH 865 GONBLHBIX C CHHAPOMAMH VTIMHEHHOTO'

maTepBana QT [169]. Hoxanyil, Hanbonsiuee KOIWIECTBO OMU-
cano M. Illkomerukosoli [23], HabmioneHus koTopoit BKIIOYAOT
148 cemeli ¢ IEPBUYHBIM CHHIPOMOM YIUIMHCHHOTO MHTEpBANA
QT. Kerarn, ronsko y 4 u3 vux nabmogancs cunrnpom [xepse-
na—1Jlanre—Huibcena. MexayRaponHslii perueTp o cuHapo-
My yanuaenroro uHtepsana QT (International LQTS registry)
Briro4yaeT 328 cemeil ¢ MEPBUYHBIM CHHIPOMOM VIUIHHEHHOTO
QT. 147 nauuenros u3 oTUX cemeit ymepiy BHe3anHo (6obmas
4acTh B Bo3pacte o 20 ner). '
OO6MOpOKH U CHHKOTIABHBIC COCTOSHUS Gomee ueM y mo-
TIOBHHE! GONBHBIX CBS33HBI C SMOIHOHAILHBIM HATIPSKCHHIEM, ¥
45% — ¢ duspaeckumMy yeunwima. B wactHocTH, o JaHHBIM M.
liIxonsunkoBoit, B 37% ciyuaeB BHE3aIHas CMEpTh HACTYIAJA
BO Bpems rnaanus. CTanzapTHeIi v Hanboree pe3ynsTaTHBHEIN
METOA JICHCHHA — HaszHaucHue b—anpenobiokaropos npu or-
Ka3c OT BCEX IPEIaparoB, CHOCoOHbIX yuIHEaTh uHTepBan QT,

2 TAKOKE NIPH OTPAaHHYCHUH (QU3MYECKHX Harpysok. CMepTHOCTE

Cpeid HOJICUCHBIX GONLHBIX € paccMaTpuBacMbiM CHHIPOMOM
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cocrasmsier 10% B ropn, npu HasHaueHud b—anpeHobIOKaTOPOB
oHa cHimpkaercs g0 2% [220]. bonbmiuHCTBO OONBHBIX, HE pea-
PUPYIOINX Ha b—anpeHoOn0oKaTophl, HYXKIATCH B XUPYPIU-
9ECKOH Omepanuu: JICBOCTOPCHHEH INCHHO-TPYAHON CHUMITATIK-
tomuu, Mimerorcs coobuterus of yeneumHoM npumenenun IKC
y OONBHBIX ¢ BPOKIACHHBIMH (OPMaMH CHHAPOMA YAJIHHEHHOIO

QT [2]. Tlpu sepocrarounol sGQEeKTUBHOCTH pacCMaTpuBacMol

TepanHi NpuOeraroT K UMIIaHTallHy aBTOMATHUIECKOTO Kap/IHo-
seprepa-negudpumsrropa (AKJD).

Jlarke TpH HANHYME KIMHIGCCKUX KpHTEPHCB 3a007cBa-
HUA TEHETUYECKOE TECTUPOBAHUE HALMEHTOB ¢ CUHIPOMOM YIIH-
wennoro uarepsana QT 6yer neaecoobpasHo s ONpeeeHILs
CTPATEruy BEJICHWA TIAIMEHTOR C PA3AHYHLIMH BAPHAHTAME My-
tanui. Tak, HanpuMep, TpeTHI BapHaHT CHHAPOMA Y/UTHHEHHOTO
uureprana QT (LQT3) ssnsercs Hambonee 37MOKAYCCTREHHBIM
¥ XyXKe BCEro nojnaeTcs neueHuio b-anmpenobnoxaropamu {214,
215]. Hpwu stom curapome nenecoobpasHo H00aBUTE MEKCHIE-
tuH. [Ipy neproM ¥ BTOpOM BapHaHTaX CHHADOMA VATHHCHHOTO
urrepsana QT orMedaeTcs Gonee BhicOKas 4acToTa 0OMOPOKOR,
OIIHAKO NETANBHOCTS HIDKE, 2 b-GIOKATOPHL HAKOT BBRIPANKEHHEL
23U THEI 50dekT, ocobenHo pu nepsomM BapranTe {169, 214].
[Mpy periecCHBHOM BAPHAHTS CHHAPOME YIUTMHCHHOTO HHTCPBAna
QT cHMOTOMB! OSBAAIOTCSH DAHLUIC, 4 HPOIHO3 XYXKe, YeM IIpH
ayTOCOMHO-JOMIHAHTHOH dopme Pomano-Yopaa [11]. Hanuuue
CHEJ@KTVITHHE, OYEBH/{HO, OTPAXKasT UHOHN reHeTHMCCKNY BapHAHT
crmApoMa yamHenHoro urrepsana QT u ssnsercs ﬂeoyxaronpﬂ—
SITHBIM IPOrHOCTHYECKHM Apu3nakom [155].

B nocnennue roasl BREBUNY TaK HA3BIBACMBIC TEHETHYICC-
KME CTPUTTEpPBy Cepledsbik ocnomxuenuit [214]. WUx unentu-
(GuKays HOMOTECT BBIABUThL NOBEJCHYECKUE UPOBOLHPYIOLINE
Paxrops! gaxrol naronorun. Y Gonereix ¢ LOQTI Beicox puck
ocnokHeHUY Tpu Qu3nUecKkol Harpyske, oCOOCHHO IIABAHUH.
Jins manmentos ¢ LQTZ Takum $akropoM fBIIACTCH PE3KUM 3BY-
KOBOH pasnpaxurens [215, 2501
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Takum 00pa3oM, FreHETHYECKOE TCCTUPOBAHKE STHX MALH-
EHTOB TIPE/CTARJIACTCA UPE3BLIYAHO BAYMKHEIM MEPONPHSTHEM,
OcobeHHO HEHHBIM FEHETHYECKOE TECTHPOBAHNUE, HATIPABIEHHOE
Ha JIMardoCTUKY CHHIpoMa yanuHeHHOro muTepBana QT, Gyxer
Y 4CHMOTOMATHYHBIX DOACTBEHHHKOB IMAIHEHTOB C OTUM. CHHI-
POMOM.

1.2. CHH/IPOM KOPOTKOIO
HHTEPBAJ/IA QT

B 2000 rony noseunocs nepeoe coobmenue 06 MIMONATH-

YeCKOM CeMEHHOM CHHAPOME, KOTOPbIH ObLI HA3BAH CHHAPOMOM

. kopotkoro QT — short QT syndrome [118]. ITomumo ykopouernus
urTepBana QT no 280-300 Mc, y martMenToB ¢ STUM CHHIPOMOM
HaOIIOAANHCh XKETYL0YKOBBIC APHTMMUM, BIIOTH 10 GubpHLIIHUH
JKENYJI0YKOB M BHE3AIHOH CMEPTH M MIAPOKCH3MEI (uGpPHIIAIIH
npencepauil. 3T0T CHHAPOM OBLI BHISBICH aBTOPAMH V 3 YIECHOB
onno# cempr. CTPYKTYpHBIC H3MCHEHHA B MHOKApIe Y BCEX wiie-
HOB CEMbH € YKa3aHHBIM CHHIPOMOM orcchiBOBaHH.

B 2003 rony F. Gaita et al. onucanu 6 wieHos u3 2 cemeii ¢
pacCMaTpUBACMbIM CHHAPOMOM H CXOMKHMI KIHHUICCKHMH IPO-
apnedusmu [105]. B 2004 rony s1umu xKe aBTOPAMH OIHCAHEL YIKe
3 cempH ¢ 3THM cuHpomoM [106]. Bospacr ONHCAHHBIX GONBHEIX
Haxonuiucs 8 mpenenax or 1 go 51 roga. Ipu snexrpoduzuoino-
THYECKOM HCCASHO0BAHHHU YV 3THX GONBHEIX OBIIO BHIABIECHO rere-
porenHoe yxopoucHue 3QQeKTHBHOTO pedpakTepHOro mepuona
KaK MpeACepaui, TaK H KeIyJOUKOB, U NOBEIICHHE YA3BHMOCTH
B- OTHOINCHUH BOZHUKHOBEHMA KEIMYIOYKOBBIX M IIPENCEPIHBIX
apuTMHULL. . '

R. Brugada et al. 8 2004 rony nposenu rexeTndeckuil ana-
743 B 2 CEMBSX, CPEI YICHOB KOTOPEIX Obuti GONBHEIE ¢ CHHI-
pomom koportkoro QT [67]. Brisienens! 2 pasnuuHbe MyTAIUH B
reae KCNH2, xonupyroniero oiuy u3 GefIkoB KaJIMEBEIX KaHATOB
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{HERG, xanan [kr). D1y MyTeiuy BRI3HIBAIOT YOKOPCHHKC Kaduc-
BOTO TOKA BHYTPh KIETKH B IEPHOA pernonapusainn. CreicTauem
3TOTO SBIBICTCS YROPOUCHHE ITOTEHLHANA JeHCTBHA U pedparTep-
HOTO HEPHOIA TPSACCPIHAN H JKCTYIOUKOB COPILA H YMCHBIICHUS
cpozcTBa (abHHROCTH) K 6A0KaTOpaM KalueRsX KAHAIOR.

B tom xe rony C. Bellocq et al. obmapyxumu y 70-ner-
Hero GONBHOTO ¢ ONUCHIBACMBIM CHHAPOMOM MYTAlMIo B TeHE
KCNQI1, xomupyroniero 0efoK Apyroro Kajaueporo xasana (Oe-
nox KvLQTI, xanan [(Ks) [45]. Ora mMyrauns Taxke BbI3BIBA-
72 YCKOPCHHE KAHEBOTO TOK3a B MUOUHTAX cepina. ¥Yxe B 2005
roxy S. Priori ¢ coagropaMu onmmcanu MyTanuo B reie KCNJ2,
xomupytomero Gemox Kir 2.1 xamuesoro xanana J(Ki), y uncHor
1 cembM C HacHe/ICTBEHHEIM cunipoMoM kopotkoro QT [194].

Taxum 06pa3zoM, BBIICICHS! 3 FeHOTHIA CHHIPOMA KOPOT-
xoro QT: 1. SQT1 — myrauus 8 rene KCNH2, xogupyromero
penox HERG xanmesoro xanana (I(Kr), 2. SQT2 — myrtanus B
rere KCNQ1, xozupyroutero Semox KvLQT1 xanuesoro xanana’
J(Ks), 3. SQT3 — myrauus 8 rene KCNJ2, kogupyroniero 6enox
Kir2.1 xamieBoro xanana J(Ki). YuuTesag 10 06CTOATENLCTRO,

HTO FCHCTHYUCCKHS HUCCHCHOBAHUA CHHIPOMa KOPOTKOTO QT Ha- - -

YaJIMCH COBCEM HENABHO, CICAyeT OKHATh, 9TO B Ompkaiimee
spems OyZyT BBIABICHSBI H JPYTHE TEHOTHIIB 3TOT0 CHHAPOMA.
F.Gaita et al. B 2004 roxy [106] usyuumm sdbdexTuBHOCTS
PA3IMYHGIX AHTHAPHTMMYECKUX IIPEenaparos B HPOQHIAKTUKE
apwrMuil y GonpHBIX ¢ cunmpomom xoporkoro QT. Beuro moka-
3aHO, YTO JICYCHHE aHTUAPUTMUYCCKHUMY npenaparamu fc u I
KJIAaCCOB HE MPHBOIMT K yBennueHuio 3(dexTusHoro pedpak-
teproro nepuona u uHTepsana QT y mceneayeMsix OONBHBIX.
B TO e BpeMs NICUCHHE XMHHIUHOM MPHUBOAUT K YBEIHYCHHIO
narepsana QT ¢ 263+12 mc mo 362-+25 mc  QTe — ¢ 290+13
mc 1o 405+26mc. OIHOBPEMEHHO IPH MPOBEACHUY dIEKTPOdH-
3MOIOTHIECKOTO HCCIEIOBAHHUS B IPOLECCE JEUCHHUA XUHHUHOM

) OGH&py)KCHO YMCHBINCHHAC. YA3BUMOCTH MHOKapAa K BO3ZHHUKHO-

senuro Gubpuianun xenyrogkos. [Ho manrem C. Wolpert et al
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[255], xuHUAMH TPEUATCTBYET YBEIMYCHHIO KAIHEBOTO TOKA ¥
6onpHEIX ¢ cuHApoMoM xopotkoro QT. Takmm o6paszom, XUHH-
JIMH OKa3bIBACTCA MPENapaToM BbIOOpa JUis neueHHs GOIBHBIX ¢
cunpomom kopotkore QT. B ciywasix menocrarounoro s¢hdexra
3TOro Mpenapara pekoMeHayeres umitantauus AKIL. Haunbonee
oG eKTUBHBIM NPENIAPATOM, TPOQHIAKTHPYIOIHMM apPOKCH3MbL
Gubpumnnayuy npencepiuit y G0IpHLIX ¢ CHHAPOMOM KOPOTKOTO
QT, oxazascs nponadenon. \

1.3. CHHIPOM BPYTAJ[A

B 1992 rony P.Brugada and J.Brugada [62] onmcanu 8 na-

UMEHTOB, YCTICUIHO PEAHUMHPOBAHHBIX BO BpeMs 3mm3ona (ub-
PHILIALMH XKETYIOYKOB, ¥ KOTOPBIX BO BPEMs CHHYCOBOTO PHTMA
uMenHch cBoeobpasuble usmeHenns JKI B Bune koHdurypanuu
QRS no tumy monHOH MM HENOMHON GnoKaabl MPaBoil HOXKU
nyuka I'uca (ITBITHIIT wim HBITHIIT) ¢ mogsemom cermenra ST
B TIPaBbIX MPEKOPAHANLHEIX OTBeNCHUAX (V] — V3) u Hopmais-
apiM QT unrepBanoM, CTPyKTypHBIX H3MCHECHHH B MUOKapHe y
971HX G0NbHBIX 00HAPYXEHO He 6b0. V 4 u3 § nanHeHToB UMel-
s ceMelHBIH aHamHe3 3a0onepanus. BrocnencTsuu nonoGHbie
mamenenmst JKI' crama 0603HagaTh Kak «cuHAPOM Bpyramgay.
Cunpipom bpyrama mepenxo Berpedaercs B crpanax IOro-
Bocrounoii Asuu, ocoberno y Talickux Myxuun. B ceBepo-soc-

TOYHBIX paﬁOHaX Tapmalma BHC3aIHag apuUTMHYICCKast CMEPTh, -

Yalure BCEro BO BPEMs CHA, ABIACTCS ITMABHOH NPUYMHON CMmep-
THOCTH y MOJIOIBIX MYyxX4uH, npudem y 40% 3Tux mamueHtoB

HMEIOTCA B CEMEHHOM aHaMHE3¢ CiiyyaW BHE3amHol CMEPTH

[2,30,59, 61]. ,
. Onucaunne ciay4daer CHEApoMa Bpyraga ¢ MOMEHTa €10 BEI-
nenennst B 1992 romy Heyknouno ysennunBanocs. B 1998 romy

xomuecTso nabmonaemprx P.Brugada u J Brugada manwenros ¢

310l Haronoruel sospocino 1o 63-[61}. o maussv MHOFOIEHT-
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POBOTO HCCIENOBARYS, IPOBEACHHOTO B SOHUM, GBUIO BBIIBIEHO
enle 63 maiuenta ¢ cuaapomom Bpyrama, v 17 u3 aux 0wy go-
KyMEHTHPOBAHBI 513076 GuGpuisuy xenynoukos. M. Alings
et A.Wilde B 1999 romy omyGnukoBasiiu pe3yjibTaThi MCCHCHO-
sasug 163 mamuentos ¢ cunupomoM Bpyrama [30]. Hakonen, B
2002 romy J.Brugada et al. nmpemcTaBuii AAHHBIC ANUTEILHOIO
KIHHAYECKOro Habmopenus 3a 334 manucatamu ¢ OKT-npusna-
xamy cuHapoma bpyrazna [60]. B oredecTBennoil nmreparype k
HAaCTOSIIEMY BPEMEHH TaKKC YKC MMCIOTCH P KIMHHYECKUX
nabmoneHu#t cunapoma bpyrana [2].

Tounsli 30eKTPOGUINONOrHYCCKUI MEXaHH3M BOSHUKHO-
BEHUs CHHAPOMA bpyraja eplc OKOHYATENHHO HE YCTAaHOBJICH.
OmHako OONBIIMICTBO aBIOPOB CUHTAOT, YTO BO3HHKHOBEHME
cur/ipoma bpyrana cBs3aHO C BRIpRKEHHOM aucnepcueil ped-
PAKTEPHOCTH B MHOKAP/IC XKEIYAOIKOB BCICICTBIE TEHETHIECKH
00ycnoBIeHHOTo HedeKTa pa3BUTHS OBICTPHIX HATPHUEBLIX Ka-
HAnoB. Pa3BMBACTCA BICKTPHYECKAs PA3SHOPOIHOCTH MHOKAPIA
KEITYAOUKOB, 4 MMEHHO — CYOOHACKApIHANLHBIE OTACHEL WME-
0T GOIBINYI0 NIMTEABHOCT TOTEHIMANA NCHCTBHA 1O CpaB-
HEHHIO C CyO3NHUKapAHanbHeiMu otaenamMu. CICHCTBHEM 3TOro
ABJACTCA BOZMOXKHOCTS DA3BHTHS OHOHANPABICHHOH ONOKamsl
NPOBENCHUA B TOJNIIE COKPATHUTEIHHOTO MHOKAap/a JKCIYIOUKOB
¥ (POPMUPOBAHHE TIONUMOPPHOMN IKETYROUKOBON TAXHKAPIHH 110
THIY «Iupy>T». MOXHO CKa3aTh, YTO CHHIPOM bpyraia — 310
cunapoM yuiuHeHHOro unrepsana QT Haobopor. Ilpu cumapo-
me yramaensore umreppana QT cyfsnukapAuaibHbIE OTHENH!
HMEHT OONBIUIYI0 IIPOAOIDKUTENBHOCTE IOTEHIHANIA AeHCTBY,
NEPUONCB OTHOCHTENLHON M abCconmoTHOH pedpakTepHOCTH 1o
CPaBHEHMIO C CYO3HAOKAPAUATBHBIMI OTIC/IAMH, TOTIA KK NpH
cuHIpoMe bpyraza cyO3HIOKapAMaNbHbIC OTACHE UMEIOT GO~
UIYIO IPONOIIKUTENBHOCTE NOTEHIHANa AEHCTBHS 110 CPABHEHIIO
¢ cyOonuMEapIHaIbHEIME OTAeTaMU. 064 CHHAPOMA HPABOMOYHO
OTHECTH K PyOpHKe «KaHaIonaruw». B HACTOSIEE BPEMS CIHTa~
CTCH, UTO CHHAPOM bpyraja SBALCTCA FCHETHISCKH 06y CHOBIICH-
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HO¥ Kanajonaruel ¢ ayToCOMHO-IOMUEAHTHEIM THIIOM HACHEIO-
BaHHA.

OmnucaHo HECKONBKO MYTaiMii B reHe, KOMMPYIOIEM o-
cyOBbCAMHUIY CEpASHYHOro Harpuesoro kagana (SCNSA), moxa-
M30BaHHOrO Ha 3 Xpomocome (3P21-24), T.e. TeM cambiM resoM,
KOTOPHIN OTBETCTBEHEH 32 BOHUKHOBEHHE OIHOIO U3 BAPHAHTOB
cunnpoma yamauennoro QT (SLQT3). Tonsxo ripu SLQT3 umeer
MeCTO yCreHHe GYHKUNM HATPHEBHIX KAHAJIOB B IEPUOL PErio-
JSAPU3ALMH, KOTOPOC B UTOTE IPUBOANT K YAVIHHCHHIO HHTEPBANA
QT ¢ BHTEKAWIHMI COTCIONA MOCHSACTBUIMH. Ipu cunapome
bpyrana, Hao6opoT, UMEET MECTO YacTHYHAS TOTeps (YHKIH
HATPHUEBBIX KAHAIIOB, TOXE B KOHCYHOM HTOTE NPUBONAINAS K HA-
PYLICHHIO NPOLECCOB PEHOIAPH3AINY, TPUBOISIINX K PA3BHTHIO
paccMaTpUeBoro 30ecs cunapoma [2, 30, 60, 66, 189, 190].

Kak yxe ynomunanocs, xapaxrepusiv DK -npuzaaxom ciH-
npoma bpyraja sBISETCS U3MEHEHHE KOH(QHTYDPALMM KOMIUIEKCA
QRS 1o Tuny Grnoxa/b! MpaBoi HOXKH TTyuxa [uca (dame Bcero no
Tany 1Sr°) ¢ mogsemoM cermenra ST (>0,1MB) B orsenenusx V1

— V2 u «3asy0pumoii» (Touka J) Ha BocxojisiileM KoleHe 3yona S B’

orsenenwax VI — V2 (puc. 1.3.1.). B to xe Bpems y GonbmuHcTBa
narwiertos Ha OKT oreyrersyer mumirasoe st BITHIIT yompenue
3y6ua S B JIEBBIX TPYIHBIX OTBEACHISX. JTO CBHACTENLCTBYET O TOM,
410 janHble wanMeHerns OKI we YKIaJBIBAIOTCA B KAPTHHY MCTHH-
wojt BITHIIT. Hexoropsie. aBTOpbI pacueHuBaioT usmenenus QRS
KOMITICKCA NpU CHHApoMe bpyraga xax «mcesnobnoxany npasoi
HOXKH ITy9yka ['uca». Kpome primeonycanssix navenennit JKT, y
MHOTHX NAUMEHTOB ¢ CHHAPOMOM bpyrajla MMeercs OTKIOHEHFE
SNEKTPUYECKON OCH CEPILA BIIEBO, YTO NPEAIIONATaeT Hauure 6o~
KaJ(bl JIEBOI neperHeit BeTBH myuka [nca, yIUHMHEHYC HHTepsana PQ,
a Tarke oTpunaTeNsHei 3yder T B orsencrun V1. Tiponomxutens-
rocts nuTepsana QT u sHasenys xoppuruposassoro QT, kak npa-
BHIIO, Y HALHCHTOB C CHEpOMOM bpyraa G5UTH B IIPEAETaX HOPMBL
Onmcaner 2 trna nonseMa cermenta ST: BBIIYKIIOCTHIO KHAPYKH
(«coved») u CCIUIOBHJIHBIH («saddle-shaped») [2, 30, 59-62].
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Puc. 1.3.1. KT xapruna cunnpoma bpyrana.

Maronoruueckue usmeHeHust JKI, ceolicTBeRHBIE CHHI-
pomy bpyrana, MOTYT COXpPaHATBCA NECATHICTUSAMH (ONMCAHBL
crrygau o 40ner). B 1o ke BpeMs onmmcaHa Ipexonsuias HOp-

manmsanmst KT # yeenuuenne 3a3y0pyHBI Ha BOCXOISAIHEM KO-

neHe 3ybua S (Touxa J) npu yBenMYEHHM YaCTOTh! CEPJCHHBIX.
coxpamenuii. Kpome toro, na Belpaxennocts JKI-npusnaxos,
XapakTEpHBIX M cunjpoma bpyrana, MOTYT BIUATH U APYTHE
(paxTops!, KOTOPHIC BRIFOYAIOT H3IMEHCHHE TEMIICpATYPH! Teila
[40], uzMeHeHNE BETETaTHBHOTO TOHYCA B, YTO 0C0oOeHHO BAXKHO,
ncxapcﬁseﬂﬂme Npenaparsl, BIMAONME HA (QYHKLHIO HOHHBIX
xaganos — npemnaparsl la u Ic knaccos (Quexansuz, nponage-
HOH, afiManuH, TH3CTHpaMAL, NPOKaHHAMHUK). OTH Ipenapars
YCHITHBAIOT NOABEM cermedta ST 4 1102TOMY TEOPETHYESCKH MO-
ryT OBITH HCTHONB3IOBAHEI AN BHIABICHUA CKPHITHIX GOpPM 3TOrO
cumapoma. C 3ToH Hembio Hauboee YacTo HCTIONB3YIOTCS IPobLL

¢ allMalrHOM ¥ ODOKauHAMUJIOM (HOBOKAMHAMUEIOM) [2 30, 59,
61-63, 87, 206].
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IMaumente ¢ OKI-npusnakamu cunapoma bpyrana, uMe-
IOLIME B AaHAMHE3E SMU30AH KIHHHYCCKOH cMepTH, 00yCaoBIeH-
Hple GUOPHANALUEH XKEJYJOUKOB HIIHM CHHKOIATLHEIE SITU30ME],

VMCIOT OYCHL BBICOKUH PHCK [IOBTODHBIX HPHUCTYIIOB 3JI0Ka4ec-

TBEHHBIX KENYHOYKOBRIX apurtMmuil. Kpome toro, meoOxommmMo
OTMETHTb, YTO HAKE OECCHMITOMHBIC NAMEHTH ¢ CHHIAPOMOM
bpyrajga MOTyT UMETh ONIPEJEICHHEIH PHCK BHE3AIHON CMEPTH.
[osromy, maxe y GeccumnroMusix mamueHtoB ¢ OKI-npusna-

Kamy CHHIpOMA bpyrana (IOCTOAHHBIMH HIH MHTEPMHTTUPYIO- -

MU ) PEKOMEHIYETCS IPOBEACHUE 3ICKTPOPH3HONOTMYIECKOro
ucciegosanusd (OPH) ¢ Hensio NpoBOKALMY HKENYIOIKOBBIX T4~
* xuapurmuit. Crenuduunocts pesynsraros DOU B onpenenenun
NPOrHOo3a pasBuTHA (DaTalIbHBIX APUTMHH ABJISCTCH OUYEHD BBICO-
kol (99%). Jluns y 0,9% nauuenror ¢ 3K -nupusnakavu cunj-
poma bpyrasia ¥ HCBO3MOKHOCTBIO HPOBOLMPOBAHUS KETYIOUKO-
BBIX TaXUApHTMUHA BO Bpems DU Takue apuTMuy BLIABISIOTCH B
JanbHEHIIeM NpH JIHTeNsHoM Habiogennn [2, 30, 60].
Huddepennmansuenii nuarsos curapoma Bpyrana crenyer
HPOBOIUTE, TPSK/C BCETO, C CHHEAPOMOM PaHHCH peroapH3aiuy
HKEITYAOUKOB. JIEKTPOKaPAUOTpahHMCCKIC PAsIHUNs OUCBHIHB:
nonwem cermenta ST npu CPPX 3arparusaet, kak npasuio, e
HPCKOPAHANBHEIC OTBEACHHSA H IPEIIIECTBYET (HOPMUPOBIHIIO
nOROXUTENEHOM BoHs! T. B 10 e Bpems nipu cuipoMe Bpyra-
Jia noapem cermenta ST XapakTepes JUis HPaBbiX HPCKOPIHATE-
HBIX OTBEAEHHMH M IIPEJIIECTBYET OTpuuaTensHol sonue T.
BropeiM BakHBIM IyHXTOM muddepeHuuansHoll aua-
THOCTHKM CHUHIpOMA bpyrapa seisercs ero owivdyue oOF
APUTMOTCHHOU JIMCINA3UK MUOKADHa UPABOTG IKENYiI0uKa
(ALTEK). Ominyus B 370M CHY9ae 3aKIIOYAIOTCH B TCOMETPHN
OKI' » mpaeeix mpexopiuanepix orsepenusx. [pu AJIITDK

HACTO OTMEYACTCH HANUMYKE TAK Ha3hIBaeMou SYICHJIOH-BOJIHBL,

COYETAKCIICHCH ¢ OTpHuATeNnsHeiMY 3y0uaMu T B OTBEIEHIIX
V1 — V3. s ALK neesno6nokanHas KORQUIYPaIus KOM-
mrexca QRS mo tuny BITHIIT me ssisercs xapakreproi. [pu

2/3

9TCM HE OTMEYAeTCS M YBEIHUCHU IIHTCILHOCTY HHTEPBAIa
PQ, Torxa Kak Ipu cunapoMe bpyraga 3ToT npusHak BCTpeua-
ercs Oonee ueMm y 50% OonpHbix. CodeTanue KETYIOUKOBHIX
apuTMUil C CyNpaBeHTPHKYIAPHBIMH HapyIICHHSIMH PHTIMa
foree XapaKTepHo Ans curnpomMa bpyrana, a "e mua AJITDK.
Jcrions30BaHue HATPY3O0UHBIX ¥ OCOGEHHO (haPMAKOIOrHIEC-
xux 1pob (¢ HOBOKAWHOM WJIM alManuHOM) A JHATHOCTHKH
cuHApoMa bpyrama momydyuio MIMpOKOE PacHpOCTPAHCHUE B
cBA3M C BhIpakeHHOH BapuabenbHOCTBIO KapruHbl OKI' npu
nanHol marosioruH. B mporusosec stomy OKI mpu AJITIK
NpPaKTHYECKH HEM3MEHHA, KaK B COCTOSHHH TIOKOs, TaK U IpH
IPOBENICHHH PA3IMYHBIX MEAMKaMEHTO3HBIX npod. Hakoner,
Hauboxee 4acTo cCOGCTBEHHO apUTMUYccKas MaHubecTals
npyu cHHIpoMe bpyraja xXapakTepusyercs pa3sBUTHEM IMOJHU-
MOP(HOM JKEMYIOUKOBOM TAXUKAPAHH, B TO BPEMS KaK IIpH
AJZITDK ganie BCEero BBIABISETCS MOHOMOP(HAS, MPOAOIIKHA-
TenbHasA, FeMOAMHAMHYCCKH cTabuipHasA, MHOTAA naxe Oec-
CHMITTOMHAS XKENYNOIKOBas TaXUKapIH.

JL51st MEMKAMEHTO3HOM NPOQIIAKTHKH BHE3AIHON CMEPTH
npH cHHApOMe Bpyraja HCIons30BaluCh Pa3IHYHEIE IPEHapaThl
(B-6rmokatopsl, aMHOIApOH, Ipenapars!l | knacca, koMOHHALMS
amuozapoHa u 3-6noxkaTopos), OIHAKO PHCK MOBTOPHBIX 2MTH30-
JOB JKEIYyOUKOBBIX apUTMMH KW BHE3aHON CMEDPTH COXPaHAIcs

ouenb BuCokUM (10 30%). B cBa3m ¢ He3hDPEeKTHBHOCTEIO MEIU-

KaMEHTO3HO aHTHAPHIMUYCCKON TEPAIuy. OPU CHMITOMATHICC-
KOM CHHApOoME bpyrajia noxasaHa HMIUIAHTalHs a8TOMAaTHUECKO-
ro kapruoseprepa-nedudpuwmaropa (AK/L). Mvrmanrauns AK/L -
TaKKe MOKaszana y GeccumnroMubix Gonsnsix ¢ DK -npusnaxa-
My caHapoma bpyrana, v KOTOPHEIX KETTyAOUKOBIEC TaXHapHTMHUH
IpOBOIMpPOBAIKCEH BO Bpemst DOU [2, 30, 60, 211]. B cayuasx,
eCITH.ApUTMHH BOSHHKAIOT BO BpEMsl CHA YIPH Apeobnafanuy na-
PACHMIIATHYECKOTO TOHYCA, NPOoQHIaKTHICCKUil aHTHAPHTMH-
gyeckuit 3 PEKT MOKET OKa3aTh UMIUIAHTALMA JICKTPOKAPAHO-
CTMMYIIATOPA. ' :
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lpenacrasnsem coGersennoe vabmogene cutizipoma bpy-
rajga.

bosbran b., 7 net. XKano6 ne npexpasmser. QKT NPEeRCcTas-
JicHa Ha pucysKe 1.3.2. B npaBeix rpyiasix 0TBEACHMINX {(V1-V3)
peructpupyerca nonséM cersieHra ST 0 3 MM BBUIYKIOCTHEO
KBEpXy ¢ AByx¢asupivu 3ybuamu T. Kpome Toro, HHTEPECHO,
uro 1o OKI' Tarxke otMewaercs yxopouewue unrepsana PO zo
80 mc. IlpoBenennoe IMEKTPOGUIMOTOIHYCCKOE UCCTENOBAHAC C
NPUMEHCHHEM YacTOW CTUMYILIUHUY JKeTYHOUKOB pescep it
TIapOKCU3MANBHBIX TAXHKapIHil He CIPOBOUUPOBATIO.

Taxuv obpasom, y Gonbsoit umerores KT -npusHaky cun-
Apoma bpyrana u genomen yropoueruoro unrepsana PQ, oqua-
KO KITMHUYCCKUX NPOABNECHH (IIAPOKCU3MATBHBIK TAXHAPUTMII)
HE BBIABAEHO,

it s

Puc. 1.3.2. OKT nanuenta ¢ curzpomom bpyraza
{coberaennoe Habonenue)
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1.4, KATEXO/TAMUBHIPIU9YECKAA
HOJHMOPOHASA KEJITY/IOYKOBAS
TAXHKAETHS

B 1978 rony P. Coumel et al. snepssie onucanu Tmreibe
HONMMOP(QHBIE JKEIYI0YKOBbIE APUTMHM C HpUCTYHamu Mop-
ragsu-AzaMc-CToKCa, BBI3BAHHBE (DM3WICCKUMHN HAH IMOLUO-
HallbHAIMH Harpyskamu y 4 gereil 6e3 CTPYKTYPHBIX M3MeHeHu
B MIOKap/ie. JTH apUTMHUK [ONYYHIH Ha3BaHHUC KATCXONAMITHAD-
THYECKMX TIONUMOPQHBIX JXenyxoukoBbix Taxukapuit (KIDKT)
[85].

[ozmuee, B 1995 rogy A. Leenhardt et al. onucanu 21 pe-
GeHka ¢ momoOHBIMH apHTMUAMHE. DTH JETH NPOCHEKTHBHO Ha-
Gmonanvces B TedeHue 7 JieT. 2 pebcHKa 3a 3TOT NEPHOJ BHE3AIHO
yMmepid, y 3 HaGIIORanuch CHHKOIC BO BpeMs aputmum [142].

B 1997 rogy M. Myriantfeis et al. omucanu ceMsio, B K0TOpOif

2 nerelf ymepnu 8o BpeMs QU3NTECKUX HAIPY30K B Bo3pacte 12 u
16 net (1 — Bo BpeMs IIaBaHms, Tpyroi Bo Bpems Gera). Kpome
toro, 1 pebeHOK u3 3TO# cembH yMep B Bospacre 19 ner mocne
SMOLMOHANBHOTO CTpecca. 39-eTHAA MaTh STHX JeTeil MMena B
MONOACCTH NPHCTYIIB CHHKOIE. BO BpeMs IPOBEACHNS TPEAMUI-
TECTa y 3TOH JKCHIMHBI BOSHUKIY MOTHTOIHEIE JKENYAOIKOBEIC
IKCTPACcHCTONE] € DOCHEYIONNM pa3BuTueM nonumopdHol xe-
AynouKoBOH Taxuxapiun. CTPYKTYPHBIC HIMEHEHHS B MHAOKApIE
v 370H XeHIHHE oTcyTeTROBAMH [ 173].

Haxowneny, yxe 8 2002 rony S. Priori et al. onucamu 30 nereit
(ipo0anioB) ¢ TOMHMOP(QHBIMHU JKCITYROUKOBBIMHI TEXHKAP UM,
BO3HUKAIOIIMMIL BO BpeMs QU3HICCKUX M SMOIMOHATEHBIX Ha-
TPY30K, OpH OTCYTCTBHY CTPYKTYPHBIX M3MEHCHUH B MHOKApLE U
ipu Hopmanbrom urepsane QT. V 12 u3 nux Gbuiu nonuMophHsIe
HKEITYJOUKOBBIC TAXMKAPINH, Y 14 — NByHANPABICHHBIC XKETyI04-
KOBBIE TaXUKAPIHH 1 Y 4 HepBOif 3aHKCHPOBAHHOM JKEMyNOUKOBOH
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apurMuel Obuia QHOPHIIILILIS >keyI09K0B. Mccnenosano Takxke
118 poACTBEHHUKOB THX IPOoOaHIOB. JKeIyH0IKOBEIC TaXHKADIUH
3athuKCUpOBaHB! TONEKO Y 9 u3 Hux. [Ipu renetuyeckoM ananuze y
14 u3 30 npoGanno B xpomocome 1g42-43 obHapyxeHa MyTailus
reHa praHouHOBBIX peuentopos (hRyR2), peryiupyiomux Brl-
cBOOOKICHHE KabL{g H3 CapKOINIA3MaTHUeCKOTo PETHKYIIYMA U
COIPSDKEHNE BO3OYKIEHNS M COKDALICHHS B KIICTKAX MHOKapa.
ABTOpHI TIONATAOT, YTO Y 5 TIAMEHTOB BBIABICHHAS MYTAIHs Gblia
CrIOHTaHHO (de novo). MyTtamus 5Toro reHa oGHApYKEHE TAKKE ¥
9 pOICTBEHHHMKOB ALHCHTOB, HO TOJILKO Y 5 U3 HUX HabMIONAUCh
JKEIIY/OUKOBBIE dPHTMHY, IIPOBOLUPYEMBIC (PUIMUCCKUMY HArpy3-
xamu. ITo mannemv S. Priori et al., TegeHue »eya0UKOBEIX apuT-
MU ¥ TPOrHO3 Yy OONBHBIX C BBIABNCHHON MyTaimeil rena hRyR2
Opuy Gosiee TsHKENBIMU B cpauenun ¢ Gonsasimu KIDKT Ges Boi-
sSBIeHHBIX MyTamui [191].

Onexrpoxappuorpaduyeckas xapruna KITKT (pue. 1.4.1)

HallOMUHACT apHUTMUH, BBI3BAHHBIC neperpyamﬁ MHOLIMTOR Ka&JIb- -

eM NPH IVHIOKO3MIHOH nuToKCHKarmn. A. Leenhardtet al. [142]
OTMEYANIH ONpencacHuoe cxoacTro Mexkny KIDKT u apurvusvu,
CBS3aHHBIMYE ¢ yANEHeHeM narepsana QT.

g AT {#\
i A ' :
v Mot

Puc. 1.4.1. BKT -xapTuHa nommvopdHoH xeayroukosolt Taxuxapiuy [142]
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Kpome toro, y Goneabix KIIXKXT Bo Bpems Qusuueckux
HATPY30K WM IIOCHE BBEICHHS H30NPOTepeHoNa Habmonaloch
yoJMHEHHE KoppurupoBanHoro uHrepsana QT. YV HexoTophix
qieHoB ceMelt 6onpHBIX ¢ KIDKT Habnronanocs yiymMHenue uH-
reppana QT. Hakoner, Bcemu aBropaMu OTMe4aeTCs NpoduiIak-
tudeckuit a¢bexT nedenus B-anpenobnokaropamMu kax OONBHBIX
¢ yanuaeHnpM uaTepBanoM QT H KeryHouKoBBIMH TaXHAPUT-
musMH, Tak M 6onbHBIX ¢ KIDKT 6e3 ynnunenus unrepsana QT.
TTo3TOMY MPEMJIOKEH HAXKE TEPMUH «CHHIPOM VTTHHCHHOTO WH-
repBana QT ¢ HopMansabM QT» [141].

[podunaxtuka apurmuit y GonpHex ¢ KIDKT nposoaur-
¢S B OCHOBHOM, KaK yIIOMMHAIIOCH BhIINe, B-anpenobnokaropamu.
[To nanubM A. Leenhatdt, BHe3anuas cepreunas cMepts Habmto-
nanack y 4 u3 38 GonbHbx, momygasmmx B-agpenobroxaTopst
{10,5%), n'y 10 u3 21 (48%) Gonpubix, B-axpeHOiuoxaropsl He
nonmyqasmux. Ho npumepno B 30% ciiyyaee npuxoguTes wMIi-
naatuposars AKJ] [143].




2. APUTMOFEHHAS JUCILJIAZUS
IPABOT'O XKEJYIOUKA

APUTMOTCHHAS JIMCIIIA3HT TPABOTO wenynouxa (AJITK)
ABIACTCS OIHOH U3 POPM KapAHOMUONATHIT C HepBHYHLIM nopa-
KCHHCM TIPaBOrO JKENyZAOYKa U ceMeHON npenpacnonokenuo-
CTBIO K 3200eBaHMI0. THINYHBIM KITHHUISCKHM IPHU3HAKOM 3TOr0
3a00NeBAHMS SBISETCA BOIHUKHOBCHIE HEITYOUKOBBIX apuUTMuil
¢ kouurypanueii kommiexca QRS 1o THTLy O/IOKa/Ib! HEBOTT HOX-
ku myxa 'nca. Haule Beero atu apurMun BO3HEKAIOT B MOTOAOM
BO3PACTE M MOTYT NPHBOMTSL K BHE3ANHON cvmepTy. V GonbHEIX
AJITDK MOTYT BBIABIATECS CTPYKTYpHBIE HapYLICHHs MMOKapHa
NPaBOro HKEIyA0UKa, KOTOPBIE BAPLUPYIOT OT B4 PasIuYuMBIX
GHCBPHM3M CTCHKH NPaBOT0 XKEYNOUKa BHYTPY TaK HA3BLIBAEMOIO
TPEYrONbHUKA UCTLIA3HH JI0 [I00aIFHOI0 3aMEIICHHUS COEIMH-

TENEHOH ¥ XKUPOBOH Traubio («fibrofatty infiltration») Muokapra -

IIpaBoro xenynouxa [128].
Pacmpoerpanennocts AJIITK no cux 1op Mano u3y-

dcHa. VIMETcd NaHHBie, YTO 9aCTOTA BHISBIEHUS AJIDK

coctapaget 1 caywai na 5000 xureneit [3]. B 1o e BpEMS
cuntaercs, yto AJIDK asnsercs oxmoil u3 wactex NpUYHH
BHE3AIHOH CMEPTH y MOJOABIX HAIHCHTOB M, B YaCTHOCTH,.
y cnopremenos. 3abonesanue yame scrpevacrca Y MYX4UH,
€M y KCHIIKH, B cooTHomenun 2,7:1,0. Basso et al. [43]
BIIBUHYIY 4 TEOPHH IS OOBACHEHUS HATOreHEe3A ANTDK.
Cornacuno 1 xonuenuuu AJIIDK sensercs CJACICTBHEM allorn-
TO32a {(IIPOTPaMMHPOBAHHOMN rubenu KapIHOMHOUHUTOB), € IIPO-~
TPCCCUBHBIM YMEHbIICHHCM MBIIIETHON MACCH MPaBOro Ke-
JTYAOHKA H 3aMCICHHEM MHOKAapHa COENMHUTEIbHON TKAHBIO,
YTO CHOCOGCTBYET BO3ZHHKHOBEHMIO SIEKTPHYECKOH HecTa-
OMABHOCTH NIPABOTO KETYNOUKA C YrpO30H pa3BuTHA KU3HE-

ONAaCHBIX apuTmMuii. JlusoHToreHuas teopus paccMarpiBaet
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AJTEK KaK BPOMKIACHHYIO HATCICIHK CePALIA, IIPH KOTOpO#H
HeHAOPMAAEHOE DA3BUTUC HPABOIS IKCHIYA0UKA CONPOBOX-
FaeTCA JUCTazHed 3TOre oTAena Cepiua. ﬂereﬁepawugﬁaﬁ
teopud npeanonaraet, uro AJUIDK sensercs naromorueh Me-
raboH3Ma © IPeHMYIIECTREHEBIM ITOPAXKCHUCM TIPABOTO Ke-
JYIOUKA, HPOABASIOmEHCS B IPOTPECCUBHOM YMEHBILCHHN
KOIWYECTRA KAPHUOMUOIUTOR ¢ 3amMenienneM ux dubpoznoi
# OKHpOBOH TKaHpi0. Bocmamurespnas Teopus OGESICH}{CZ"
3aMEIICHHC KApAHOMHOIUTOB XHPOBOH ¥ COSHMHEHTEABHOM
TKAHBIO CIEACTBHCM HNEPEHECCHHOTO MUOKADAHTA.

Psin nyGnukaumii CBHACTENBCTBYIOT O 9aCTOM CEMEiHOM
posnukaosernu AJITDK. Yacrora nossnenns AT y kxpoBHbIx
POACTBEHHUKOB, 0 JAHHBIM Pa3MIHbIX aBTOPOB, BapLUpyeT OT
15 no 50%. llpeobnanaer ayToCOMHO-TOMHHAHTHBINA THIT HACHE-
[OBAHKS C PA3MYHON CTENCHBIO MEHETPALMH M HOAUMOPGHOL
(heHOTHIIHYECKOH sxcnpeccueit. HanGonee yacto (no 50% ormu-
caHHBIX cuy4aes) cemeiinas gopma AJITDK, mepenaromascs no
ayTOCOMHO-OMHUHAHTHOMY THITY, BRISBINETCS B BeHEIMaHCKOM

" obnactr [43, 189, 190]. :

CroeoOpasubiM BapuanTom AJITDK aenaercs dopma apur-
MOTCHHOW KapIHOMUOIATHH NPAROTO JKEJIYAOUKA B COUCTAHUY C
JaJOHHO-TIOAOMIBEHHOH KepaToaepMueH U rpy0BIM OBOIOCCHUCM
(u1epcTUCTHIC BOIOCH) KOXKHBIX IOKPOBOB {«wooly hairy), Bel-
SBIGHHAA cpenu 25 xurenell u3 12 cemell rpeyeckoro ocrposa
Haxcoc («Naxos disease»). Orot sapuant AJITDK nepenaercs 1o
ayTOCOMHO-PCHECCHBHOMY THITY, I CCMEHHOC HAKOUICHHE JTOMH
naronoruy gocturaet 90% [3, 43, 44, 83]. MurepecHpiM apen-
CTaB/IACTCA UCTOpHYecKui ¢axTt, wro ocTpoB Hakxcoc msaanl

- oxKynupopancd BereunaHckol pecrnyCruKoi.

Temeruuecckue Hapyiiennd, ceazaunbie ¢ AJIITK, nnen-
Tudunmposans! B 14-1 xpoMocome 1 coBceM HEOaBHO B 1, 3 ®
10-31 xpomocomax {3, 89, 190, 198, 220]. Myranuu 8 rese, o1-
BCTCTBCHHOM 32 PHAHONMHOBBIN PelienTop, HAACHE! B YCTHIpEX
pasmirdHEbIX ceMbiax B Ceseproit Urammm.

[S9]
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PranomuHoBeli  penentop, sBIssCH BHYTPHKJICTOYHBIM
KaJIbLUCBEIM KAHANOM, DACIIOIOXKEHHBIM Ha MeMOpaHe capko-
[I1a3MaTHHCCKOTO PETHKYTYMd, UIPAET KIIOYEBYIO POJIb B COMIPS-
XKCHHUH BO3OYXKIEHHS U COKPAIEHHH MBIIIIE] cepaua. On koHT-
POJIMPYCT BRIXOA KANbLMA U3 CAPKOMIA3MATHYIECKOTO PETHKYIIY-
Ma B nuTonnasMy. Jledexr storo perenropa sener k HapyLICHUIO
KaJIbIMEBOTO rOME0CTasa ¢ MOCHeNyIomeH THienso KapaHoMu-
OLIMTOB.

MonexynapHeiiif ananus nokasan nedexT B reHe, OTBET-
CTBEHHOM 32 IINAKOIOOHH B OfHOM CeMbe H 32 IECMOIIOOHH B
TPEX CEMBIAX.,

[Tnakornobuy W JecMOINOGHH SBISIOTCS [IPOTEUHAMH,
TOMICPIUBAIONINME CBA3b CCMOCOMATIBHBIX Ki1eToK. Hapyime-
HHE (YHKIUH JECMOCOM MOXET BECTH K THGeu KapAHOMHOLH-
TOB TOJ{ BO3ACHCTBHEM MEXaHHYECKOTO CTPECCa.

B rabmuue 2.1. npencraBiens THIIHI AKX 8 3aBucHMOC-
TH OT FeHeTHIeCKoro fedexra [3].

B macrosmee Bpems mauGomee Xopomio msyuens 1 u 2

s AJITDK [198, 220]. :
Jloxycet AJTIDK] Haxomsrest ma xpoMocome 14 [14q 12-22
14923-q24]. Dtor pernon reroma COIEPHUT IeHbl GeTa-CHeKT-
puHa H anb(a-akKTHHHHA, MyTalluy KOTOPHIX TIPENTIOIOKHTEILHO

- MOTYT OBITH CBsi3aHBI C pazsuTHeM AJ[TDK. ‘
- Jloxye AJIITDK2 cessan ¢ narentHol dopmoit Gonesun,

XapaxTepusyrOLeHcs Taxukapaueit pu GusnuecKoir Harpyske u

KapTipoBaH Ha xpomocome 1942-43 B unTepBane, comepxaiem
TeH O-aKTHHUHA 2.

Hpnvedarensro, uro o6a nokyca. AJIIDK KapTUpOBAHEL B -
paHOHC ICHOB AKTHHMHA. AKIMHHH, TIPHHALICKAITT K MYJIETHTCH-

HOMY cemeﬁcm;y CIICKTPHHA, TOKA3LIBACT BBICOKYIO CTCIICHL I'OMOJTO-

TrH ¢ N-KOHIEBBIM IOMEHOM JMCTPODHHA. [purmmas Bo BHAMaHmE
CXONCTBO JICTCHCPATHBHBIX TPOLIECCOB B CKEJICTHEIX MBIITIAX IIPH.

muctpodrm [Jromenna/Bexkepa 1 IuCHasmn muoKapaa npu AJITDK;
TCHBI AKTHHWHE MOXHO PacCMaTpUBATh KAK BEPOATHBIC KAHIHIAT:
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HbIC TCHB! aPUIMOTCHHOW JMCILIA3MM IPaBOTO JKEIy[ouka, XOTs y
Gomaex AJIIDK anomanum ckeneTHOM MyCKynaTyps! He HaliIeHsL, a
y4acTHe axtaansa B sxcipeccun ALIDK He goxazano, 31y BosMox-

" HOCTB HE CIIETYeT [IOTHOCTHEO cOpachIBarh co cueta [18].

: Taéauya 2.1.
TeneTuueckue nedexrsi, acconnuponanunie ¢ AITK

Tunt Astop benox Xpomo- Ten Tun Hacaeno-

ALK coMa BAHUS
ALTDK Rarﬁpazzo, Puano- 14q24.3 RYR2 | Ayrocomuo-
1994 JMHOBBIH JOMHH3HT-

pelenTop Hpll
AIIDK2 | Rampazzo, Heusse- | 1g42 AYTOCOMHO~
1993 CTHBIH JOMHHAHT-

HBIH
AJTDK3 | Severini, HeH3pe- | 14qliql2 AYTOCOMHO-
1995 CTHBIH HOMHHAHT-

' HEI
AJIDK4 | Rampazzo, Hew3Be- 2q32 AyTocomHo-
1997 CTHBIN LOMHHAHT-

HBIH
AJIDKS | Ahmad, HeMsBe- | 3p23 AyTOoCOMEO-
1998 CTHBIH ' JOMUHAHT-

: HBIH
AJITIXG | Li, rmeusse- | 10pi2pl4 AyToCcOMHO-
2600 CTHBIH JOMPHAHT-

: Hy1if
AJUTKT | Melberg, Hemsse- | 10g22 Ayrocompo-
1998 CTHBIH AOMHHAHT-

HBIt
AIITKE | Rampazzo, zecxMon- | 6p28 DSP AYTOCOMHO~
2002 IR [OMHAHAHT-

. HelH
Naxos Coonar, 1998 | naxo- 17q21 JUp AYTOCOMHO~
disease r100HH PeHHCCUBHEIH
ALIDK | Frances, Hem3pe- | 14q24q AYTOCOMHHO-
veoudd. | 1997 CTHEIH terminal PeUHCCHBHEIT

™H
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B 1998 rony L. Carvajal — Huerta [44] Gpin onucas cus-
JPOM, HPOABIAIOIIMIICA MOPAKCHHEM CEPUILA B KOXKH, CXOMHBIH
¢ Gonesupro Naxos, 3a HCKIIOUEHHEM [[BYX MOMEHTOB: PAHHEE H
BBIPAKCHHOE TIOPAKCHUE JIEBOIO JKENYNOYKA H BLIABIEHUE TPHU
FUCTOIOTHICCKOM HCCHERORAHMH (QUOPO3HOro 3aMEINEHMS MH-
okapaa Oe3 KUPOBOTO NepepoxicHud. OJTo 3afonemanue, Ha-
3BAHHOC 110 MMCHH ONHCABIIETo ¢ro asropa (Gonezns Carvajal),
06YCIIOBICHO TOMO3HIOTHON MyTaIueii TeHa, OTBCTCTBEHHOTO 33
CHHTEC3 JCCMOIUIAKMHA ¥ [IEPENIAeTCs 110 8y TOCOMHO-PENECCHBHO-
MY THITY.

bonesns Hakcoca o6ycnosnena Hapymenmsivmu B 17-i xpo-
mocome [83] u cBazana ¢ HapymeHueM obMeHa nnaKorio6uHa.
Beisenenne AJJIDK nomkso sButhed nokaszamuem s oGg3a-
TEBHOTO OOGCIICHOBAHMS MPAMBIX KPOBHBIX POZCTBCHHHKOB, B
CBA3H C TEM, 9TO 3T0 3a00NCBAHME YACTO HMEET CeMEHHOE HAKOTI-
JIEHHE ¥ MOBBILIEHHBIN PHCK BHE3ATHOM CMEPTH.

‘B macrosiiee BpeMs omucaHs! 1Ba MOpGONTOTHYECKHX Ba-
puanra AJITDK: suposoe 3amemenne u coderanne pudposa ¢
KHUPOBBIM 3aMemenenm [43]. _

Kuposas dopma xapaxTepusyeTcs MOYTH INOTHBIM 3a-
MCIICHHM MHOKAPAA XKUPOROU TKAWbio 663 HCTOHYEHHS CTCH-

KH JKEITYIO0UYKa C IPEUMYNICCTBCHHBIM TIOPAXKEHUEM IPAaBOTO

xenynouka., OPubpo3Ho-xHpOBOH BapHAHT NMpOABIAETCS 3HA-
HHTENIBHBIM HCTOHYCHUEM CTEHKH IIPaBOro JKeJyao4ka ¢ BO3-
MOXXHBIM BOBJICYEHHEM B NATOJOTHYCCKUH IPOIECC JIEBOTO
KEIYOUKA.

Kpome souueykasanneix mmenetnii, npu AJIDK moryt
BBIIBASTBCA M [IPYTUE AHATOMUYESCKUC M3MEHCHHS, MPOABIIAIO-
MHECH  PasIMIHOH CTCICHH NWITAIMEH UPABOTO JKEMYIOYKa,
NOSBIICHUEM aHEBPU3M U THIIOKMHE3MEH PA3IUYHBIX CErMEHTOB.
_ AHaTOMUYECKHE M3MEHEHHS HAaHOO0EE YaCTO BHISBIITIOTCS B TAK
HA3BIBACMOM TPCYTONBHHMKE JUCIINA3YMH, BKIIYAOMEM B cebs
TIPABOXKEITYIOUKOBYIO CyOTPHKY CIMANBHYIO 00IaCTb, BEPXYIIKY
U apTepualibHEIi KOHYC IPaBoro xefynouka [128].
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Konpamacckue npossreays AJUTDK MoryT ObITh pasinuHbi-
sy, iockonsky AJAIDK sraercs 3abonepannuen ¢ HOCTENEHHBIM

. nporpeccnpoisas—n»xeM NaTQIOTHYECKOro HPoHecca ¥ CUMIITOMATH-

£a MOKET ObITh PasiWYHOH ¥ PA3HBIX MAIHUCHTOB B 3aBHCUMOCTH
or nepuoza 3a0osieanys. B THIMYHBIX Clydasx 370 3a0oneBa-
HHE NPOSBIACTCS IPABOKEIIYIOUKOBOH TaxuKapaueH ¢ Koupury-
paimcii komrierca QRS RO BpeMs TAXUKADIHE 110 THITY HI0Ka IHT
seoii Hoxky mydxa ['uea. :

B T0 e BpeMs BCTPEUAIOTCS aCHMIITOMATHHNECKHE (BOPMBI
AJIIDK ¢ ToTransHOH cepledHol HeAOCTATOYHOCTRIO B COYCTa-
puy Y Oe3 HANUUus CePACYHBIX apUTMHH, 8 TaloKe Ciiyyau BHE-
3argoi cmeptu, obycnosnennsie AJIDK y MOIOABIX N21NEHTOB
# CIOPTCMCHOB. | ‘

Ha 3KI™ y 6onpusix ¢ AJIDK (puc. 2.1.) 06p19HO BbIAE-
JISETCS PErYIIPHBIA CHHYCOBBIH puTM ¢ yiunpenuem QRS Gonee
110 mMcex B oTBelcHAN V |, HAMMIHEM STICHIOH-BOAHEI ¢pasy 3a
QRS-KoMIUIEKCOM, TIPCHMYIIECTBCHHO B OTBeHeHusX V1 — V3
n orpunarensHsiM 3ydiom T B V1 — V3 | Pexe Bcrpeuactes
yBeIUUeHEEe aMILTHTY/E 3youa P 6ornee 2,5 MB, HH3KKH BONBTK
rxommekca QRS u otpunarensasic 3y6usl T B orsenernusax 1, 11,
a1 AVFE.

Pue. 2.1, KT maunenra ¢ AJIITXK



McKennaetal. [162] nperoxunm mys uaraoctuxn A JITHK
Pa3IMYHBIE JUATHOCTUYECKUE KPUTEPHH, KOTOPHIE BKJIIOYAIOT B |
cebs CTPYKTYpHbBIE, THCTONOIHYECKHE, HTEKTPOKAPIHOrpadiec-
KH€, apUTMHYCCKHE 1 TeHeTHIeCKue hakTops! (Tabmuna 2.2.).

Tabnuya 2.2.
HuaruaocTuyeckne xpurepuu AJXIIK

1. Cemelinpiil anaMue3

bonpmne = Cemeilirsle ciryyan AZ{IDK, nonteepxacuusie
ayTOLICHEH HITH TIPH OTIEPATHBHOM JICYSHHH
Massie : = CemeliHpIl aHaMHE3 CIIyYaeB BHE3AIHOH cMepTH

B MOTIOZOM BospacTe (MOTI0Ke 35 J1eT), npengono-
sxuTensHo Beneacteue AJIDK:

= Ksmnngecxue npusnaku AJTDK y poacteennu-
KOB '

2. OKT'- H3MeHEHHs IPOHNECCOB AENOIAPH3ALNE / HADYHIEHHS HPOBOXHMOC~
™

Bonsmue  Hasuue SHCHIIOH-BOSHE! HITH U30IHPOBAHHOS
pacnvpenue (>110mcex) QRS komruiexca B npa-
BBIX IDY/IHBIX OTBECHUAX (V| — V)

Mautsie = BrigprcHHe MO3AHEK NOTEHIMATIOB TIPU 3aIHCH

curdaji-ycpenaensHoi OKI

3. Hapymennst OKI'- IpoLeccoB penoiapu3aniy

Mansie , = Otpunarensusie 3y6us Ta V, — V, y nanu-
-@HTOB cTapiue 12 1er NpH OTCYTCTBHM OIOKAXEL
NpaBoil HOKKH Mydka ['nca

4. Apurmmn

Manste = TlapokcH3MaTBHas MM HellapOKCH3MaTbHAS (op-
Ma FIpaBOKEIIYIOIKOBOH TaXUKAPIHH ¢ KOHDHTY-
paumeit xoMinekea QRS Bo Bpemst Taxukapaun no
THITY BIOKazb! TeBOH HOXKH ryuka ['uca, BhISE-
aenHan npu obsranex 3K, npu xoareporcxoM
MOHHMTOPHPOBAHHH JUIH BO BpeMsl HArpy309H0it
npoGst

5. T'noabHOe H/KIH PETHOHATHHOE HaPYIICHIS MAOKADHATBHOMH GyHKIAN
H CTPYKTYPHBIC H3MCHEHHS ’
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» BripaxieHHas AMIIATAIMA U YMCHbIICHAC
tpaxiyy BRIOpOCa PABOTO XEHYA0UKa ¢ HiH Ge3
(¥JTH TONBKO YMEPEHHEBIM) BOBIEUEHUEM JIEBOIO
WETYXOUKa

boasine

= Hanuyue JIOKaTbHBIX
NPaBOKEITYHOIKOBEIX
aHeBpH3M (aKHHE3HS
WIH IUCKHHE3NS paz-
HBIX OTIAEJIOR

¢ JUACTOIHICCKIM
BBHIMITYHUBAHHEM)

= BpIpakeHHAs CErMeH-
TANTBHAT JIATAIHS
FIPABOTO JKETYACUKA

Marnsrie = Y™mepexHas moGaipHas AWIATalHsI IPaBoTo
Ke;Ty[ouKa H/HIIH YMeHbIIeHHe (hpakuuy Beidpoca
03 MBMEHCHUA CBOTO KETYI0UKA

= YMepeHHas CerMeH-
TadbHad quiiaranus
IPaBOTO XKeTyI0dKa

= PeruonansHas
PHIIOKHHE3HS [PABOTO
JKETYIOUKa

6. XapaKTepHCTHKa TKaHK CTCHKH

@ ®H6p03H0->KPIpOSO€ 3aMCIICHHC MUOKapaa pKn
SHHOMHOKapIIHaﬂBHOf;I Guoncnn

boaboie

Jing nocrasoskn juarnosa AJITDK meobxomumo wuany-
ype b0 2 GompIux KpuTepues, jiubo 1 Gomsmoro U 2 Mansx
xpurepues, nubo 4 ManpIx kputepues. [l BRigBACHUS QyHKIH-
OHATLHEIX M CTPYKTYPHBIX HAPYIICHWH PEKOMCHIYETCS TTPHME-
HeHHE sxOoKaprpuorpaduu, awruorpaduu, AMP-tomorpaduu u
NIPABOKEITYEOUKOBON pafdOHYKIHAHOH aurrorpaduu.

30710TBIM CTAHAAPTOM HOCTaHOBKM AuarHosa AJTDK sm-
JAETCS PUCTONOTHIGCKOE BBISBICHUC TPAHCMYPansHoroe pubpos-
HO-XXMPOBOTO 3aMEILCHHMI MUOKAp/a HPABOI0 KEIYIOUKA HpH
ayTONCH¥ WAK BO Bpemsa omepamyu [3, 128, 133, 162]. Tem me
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MEHEE, MUOKApIHaIbHas CHONCHS HMEET HENOCTATOYHYIO UyBC
TBUTENILHOCTE B CBA3H C CEIMEHTAPHON NMPUPOIOH NopaskeHuit, a
TAKKE M3-32 TOTO, 4T0 GHOITarhl GEepyTes B OCHOBHOM U3 Iepe
TOPONKH, TOTAA KaK THIMYHbIC usMeHenus npu AJIDK Brisens-
I0TCSL B OCHOBHOM B CBOOONHOM CTEHKE NPABOTO JKENMYIOUKa, e

3aMELICHHUE JKUPOBOY TKAHBIO HIET OT SIMKAPAMAIBHON ofmacTy

MHOKap/ia K SHEOKApIUanbHOH. [laxe B ciyuasnx B3stus o6pasuos
AL THCTONIOTHYECKOTO MCCICHOBAHMS U3 CBOBOIHON CTeHKH mpa-
BOT'C JKCITYI04KE YYBCTBHTENHHOCTS STOTO METON2 B MHATHOCTHKE
AJIITK cocrasmaer 67%, a cneuuduanocts — 92% (ocHOBLIRA~
ACh HA KpHTCpHY Hammuua sxupa Oonee 3% u He Menee uem 40%
¢ubposnom samewicHuu Muokapya). Taioxe HEOBXOMHUMO OTMe-
THTb, 9TO 3HAYUTCIBHAS KHPOBAS MHQUIBTPALHS IPABOTO Kely-

JOUKa BRIBNACTCH Gonee geM B 50% ciryuasx HecTenoBanmii cep-
Aua y TOXHUILIX MANHCHTOB. BHYTPUMEOKAPAHATIbHAS SKUPOBAS

HHQUILTPALWS NepeHelt 061aCTH BEpXYIIKH NPABOTO JKEIYAOUKA
BBISBAACTCA B 15% CiydyaeB KOHTPONBHOI TpymmsL. Hostomy BEI-

ABICHUE KUPOBOH HHQUABTPAIMH MHOKAPAA MPABOTO XKETYIOIKA

HE MOKET ObITh CHEMUQPUUICCKUM NPH3HAKOM UL YCTAHOBIICHHS
nuarsoza AJIIDK. B Somsmmucrse CIIy4acB HPOBEACHHE 3HIO-
MHOKAPIHAIBHON 61(10110}1}1 C UENBI0 MOATBEPIKACHHUS IIHATHO34
AJITDK He pexoMenzyercs, Tak Kak CTCHKA IIPABOTo >KeIYI0UKa
O4YEHb TOHKAA H OHOmCHs 3TON 06nacTH MOXeT BBITEh ONACHA W3-3a
nepOpANKY 1 PA3BHTHS CEPASUHON TAMIIOHAD].
Huddepenumansupiii quarnos AJIIDK nposonures ¢ umn-

ONAaTUYECKOH MIATAMMOHHON KapAHOMHUONATHEN M AHOMAIH-

eif Yiia, KOTOpas XapakTepH3yeTcs BBHIPAKEHHBIM WCTOHUEHHEM
CTEHKH IPaBOrO XENyRouka (110 THIY HAKPOCHOH 6yM'am) W3-
34 IIOYTH TO/HOTO OTCYTCTBHS MBIUCIHBIX BOTOKOH B MHOKapJe.
Kpowme toro, npu aHoManun Yia OTCYTCTBYET CeMelHbIl aHam-
HE3, 1 3a00NEBaHAC ONMHAKOBO YaCTO BCTPEUACTCH Y MYKIHE U y
wxenmud. Jupdepennnansaptit muarsos AIJIDK ¢ unuonarmie-
- CKOH THIIATALHOHHOH KapANOMHONATHEH MOXKET GBITh CIIOKHBIM,
OHAKO HpH aToM 3a60NIEBAHUN HMEETCS TeHEPATH30BAHHOE opo-
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rpeCcCHpPYIOLIEE IOPAKCHNAE MUOKAP/IA C YMEHBLICHUEM (YHKIIMH
JEBOTO JKEeMyZOo4Ka, Torga xak y maiuueHtoB ¢ AJIDK obpruno
AMEETCS HapyUICHUE (JYHKLMH TPaBOro KeNyI0uKa.

Xotg B nenoM nporHo3 y nanuentos ¢ AJIDK cuuraer-
ca Gonee GnaronNpUSTHBIM, 9€M V. MAIHEHTOB C JKCIYIOYKOBOH
TAXHKAPIAMEH U TATONIOTHEH JE€BOTO XenyRouka, Bee xe AJIIDK
SBIACTCA TIPOTPECCHPYIONMM 3a005eBaHHeM ¢ pa3sutueM nubo
BHE3AMHON cMepTH, Mub0 NPaBOKETYIOIKOBON CEPACUHOM Helo-
crarounocty. Puck netansHoOro mexona y manuentos ¢ AAIDK
ouexusactes 2,5% B rox, u noatomy AJIIDK He moxeT 6bITE pac-
LEHEHA KaK 1o0poKavecTBCHHOE 3a001eRanme, 0COOCHHO Y Talik-
€HTOR, HMEIOIIHMX CHHKONIANBHBIC AITU30/1b, JITH30/LI BO3BPATHON
KETYIOUKOBOH TAXUKAPINH ¥ aHATOMHYCCKHE B (QYHKIHOHAID~
HEIC HAPYIIEHUS NIPaBoro xemyrouka |3, 128, 162, 190].

Brurensror 4 ximmHuko-naronorudeckux cramuu AJITDK
3L '

[. Cxpwrras cragns AJITDK xapakrepusyeTcs He3HaduT-
JBHBIMH CTPYKTYPHEIMH H3MEHEHHMAMH IIPaBOTO KEYyROUKa.
Kimaugecky MOryT ObiTh OECCHMITOMHEIE HIIH MAJOCHMITOM-
HBl€ YKETYAOYKOBRIC apUTMUM, HHOTAA BBIABRASIOTCS CIYYad BHE-
3aITHOH CMEpPTH, B OCHOBHOM Y MOJOHBIX HALIHCHTOB BO BpPEMS
3aHATHH CTIOPTOM. :

2. ApurMudeckas CTajnd XapaKTepH3yeTcs HaludueMm
CHMITTOMATHYECKUX NPaBOKCIYIOUKOBRIX aPWTMHUH, B TOM 4HcC-
Jie U ciiydan BHE3allHOH CMCPTH, B COUCTAHMHU C SBHBIMH (QYHK-
HOHATILHBIMH U CTPYKTYPHBIMHE HAPYLICHUAMY LPABOIO KEHy-
JOUKa. N

3. Cranpd DpaBOXKEIYZOUKOBOHM HENOCTaTOMHOCTH, KOTO-
pas Da3sBHBAETCI BCHCACTBHE POTPECCHPOBAHMS NOPAKECHHS
MBIIIIB! HPABOTO JKEAYNOUKA © pa3BUTHEM MOGAILHOH Hpaso-
KENYAOIKOBOH IHCOYHKIMY TIPH OTHOCHTCIBHOM COXPaHCHHHU
byHKIUT JAEBOTO XKETYA0TKa.

4. KonedHas cTanus pa3BUBASTCS IPH BOBIEYCHUH B HPO-
HecC NeBOIC Kemynouka. PaszBuBaercs ToTalbHAas cepredHas

2. 3akas Ne 2694 , 33



HEAOCTATOUHOCTD, H B OTHX CHYYasX KIHHHYCCKUE NPOABICHHS
AJITDK HamoMMHAXOT CHUMIITOMATHKY TIPH JMIATALHOHHON Kap-
AHOMHOIIATHH.

Tepancsrudeckue BOIMOXHOCTH y maumentos ¢ AJ{IDK
BKJIIOYAFOT [IPHMCHCHHUC 8HTHAPHTMHYCCKHX Tpenaparos (B oc-
HOBHOM COTaJONa, Bepanammia, B-010KaTtopos, aMHONApOHa H
(riexannuna), NpoBecHYE KaTeTepHON abNaluy APUTMOTCHIbIX
30H, MMIUIAHTAUMIO Ae)UOPHIIATOpa-KAPIHOBEPTEPA U MPOBE-
JleHHE XHPYPTHYCCKUX BMemaTeancTs [3, 128, 255]. Karerepnas
abnaims apUTMOTCHHBIX 30H SBISICTCS ajbTEPHATUBON Yy Marii-
CHTOB C JIOKQIH30BAHHBIM IOPAXKCHUEM MPABOIO JKEIYIOUKA M
KEITYAOUKOBBIMH TaxukapiusMu, pedpakTepHbIMH K MeJuKa-
MCHTO3HOH aHTHAPUTMUYECKOiT Teparuu. Kpome Toro, nokaszano,
YTO NPOBEICHUE KATCTCPHOH abnanun ynyymraet 3G deKTuBHOCTS
(apmaronorudeckoit aHTHapuTMIeCcKol Tepanuu: y 70% narm-

CHTOB AHTHAPUTMHYCCKUE TPENAparThl CTAHOBATCH SQ(eKTHR-
HBIMH TIOCHC MPHMCHEHHMS KaTteTepHoil abnatuy. MiMnnanraims
nepuOPHIIATOPOB-KapIHOBEPTEPOB MOKA3aHa TAITHEHTAM C Bbi-

COKHM PHCKOM BHC3AITHOH CMEPTH, Y KOTOPBIX aHTHAPHTMUYCC-
Kast Teparis et HedgdexTusHol. Xupypraueckue MCTONB!
JCUCHUS], BKIIIOYAIONMC BCHTPUKYIOTOMHUIO ¥ TOTANBHOE pacce-

4eHHE CBOOOMHOH CTEHKH NIPaBOTO JKEIYHOUKA, TOIDKHEI HCHONb-

30BATLCS B KpauHeM cnydac. [1pu BOSHUKHOBCHHHM [IPOTPECCUPY-

FOLIEH TPABOXKEITY/IOUKOBOH HEXOCTATOYHOCTH U HEI(QDEKTHBHOM

TepAIy NoKa3aHa Tpancnaanralus cepaua [128].

3. CUHAPOM _
BOJIb®A-ITAPKMHCOHA-YAUTA

Cunnpom Bonbpa—ilapruncona—VYaiita— WPW (Wolf,
Parkinson, White) 651 ontucan eme 8 30-X rofax npoNLTOro ¢To-
netuss. CUHAPOM IPOSBIIETCS XAPAKTEPHBIMU U3MEHCHUAMH HA
DKT': xopotkuil untepsan PQ, yumpennsiit komryiexe QRS, Ha-
pYLICHUE IPOIECCa PEHONIPU3ALMH KEAYA0UKOB H HAIMUHE Xa-
paKTEpHOMN [ENbTa-BOJIHBI B Hayane kommekca QRS. OcHoBHBIM
KIJHHYECKHM IPOABICHHUEM CHHAPOMA SBIIAIOTCA ITapOKCH3-
MaJIbHBIE PELHNPOKHbIE (ATPHO-BEHTPHKYIAPHEIE) TAXHKAPIIH,
KOTOPSBIE BOZHHKAIOT JIHIIb ¥ YacTU OONBHBIX C ICKTPOKAPRUO-
rpa)HICCKUMM HPOSBICHUAMH CHHIPOMA.

Mopdonoruueckoll 0CHOBOH CHHAPOMA ABISCTCS HANHINE
JOTIONIHUTENBHOTO [yTH MPOBEACHUA MEXIY NPEACEPRUAMU H |
KEIYJoUKaMu. DTOT IyTh, MONyuHBIIMH Ha3BaHHe nyqka Ken-
Ta, IpejcTasisieT co00H MBIIISYHBIH MOCTHK, BOJIOKHA KOTOPOTO
00Naa10T COCOBHOCTBIO K YCKOPEHHOMY TPOBEIEHHIO ¥ MOTYT
ObITH PACHONOXEHHBIMH Ha JIIOOOM YYaCTKE UpPEJCepIHO~Mbi-
weynoi 6oposasl. Hamiune myuka Kenra npencrasnser coboi
BpOXKACHHYIO aHoMamuio. Orucannas Boiire JKI-kapruna cuH-
poma WPW ofyciioBiieHa MpOBeACHUEM BOIHbI BO3OYKICHHS OT
npencepnuil K JKeynouKam uepe3 mydok KeHTa, MUHYS arpHo-
BCHTPHUKYIIPDHBIA y3en. B cnydae nmposeneHus y 5TUX OONBHBIX
BOJHBI BO30Y)KACHHS OT MPCACEPINH K JKENYIOIKAM YEPE3 ATPUO-
BCHTPHKYIISAPHBIA Y3€M 5Ta BOIHA MOKET BEPHYTHCA K Tpeacep-
nusm gepes nydok Kenra. Cosmaercst Kpyrosas BoJHa BO36ykKc-
Hus (PU-EHTPH), KOTOpas ABIACTCH OCHOBON MAPOKCH3MAJIBHHOI
penunpokHOH (opTonpoMHOI) Taxukapnud. B 9acTu ciydaes
BOIIHA  BO3OYXKJEHHs, pacHpOCTpaHMBIIAACA C Hperncepauit Ha
KETYIOUKH depes mydok KenTa, BO3BpAIIACTCA C HKETYTOIKOB HA
HpesICEpPAMs UEPES ATPHO-BEHTPHKYIAPHBIH y3€J1, CO37aBast yCIIo-
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BH JIT1A TAXMKAPAWH, KOTOpas IONyduila Ha3BaHUe aHTHAPOMHON
(C IIMPOKHUMH KETYIOUKOBEIMHA KOMITJIEKCAMK),

Cxonubilt, HO Gonee penKuil CHHAPOM, Ha3BaHHBIH 10 HMe-
Hu onucaBuux ero asropos (Lown, Ganong, Levin) cunnpomom
LGL, obycnoBnen Hanu4ueM [ONOMHHATEILHOTO IYTH NPOBE/IC-
HUS MEKOY TpencepausamMu u myukoM [mca (mydox JDxefimca).
Enuncreennsiv DKI-mposBnenneM 5TOro CHHIpOMa BHE NpH-
CTyna NapOKCH3MANbHOH TAXMKAPIMM SBIACTCA KOPOTKMH WH-
tepsan PQ.

Pacnpoctpanennocts cuunpoma WPW s 1-30 cnygasx
ma 10000 OKI [10]. V GompimuHCTBa NANKMEHTOB C CHHAPOMOM

WPW B cembsix aHamoruysslf cuuiapom He obHapyXuBaeTcsS
{cuopanudeckuii cungpoMm WPW). V gyacTu naumeHTos 5T0T CHH-

JPOM COYETAETCS ¢ BPOKICHHBIMH OPOKaMHU cepitia. Tak, Oxomo
10% nauuenToB ¢ anoManuel D61rreiina UMeIoT ciaapom WPW.
C cunppomom WPW mMoxer OBITE accoluupoBan Aedext Mex-
"IIPEACEPAHON H MENOKETYIOIKOBOK HEPErOPOAKY, AUBEPTHKYIIbL
KOPOHAPHOI'0 CHHYCa, TPaHCIO3KIHH KPYTIHBIX cocyios [88].
Cemelinple Clty4qan CHHAPOMA HPeIBO30Y K ICHUS XKETYI0-
xoB (WPW un LGL) Osumn oTMeqeHB psasoMm asropos cuie 60 et
~uasan. B sactroctu R. Ohnell 8 1944 roxy yxassian na pois Ha-
CHCACTBEHHOCTH B CIIYYasX CHHAPOMA TIPCABO3OYKICHUS IKETY-
JIOUKOB, IIPEIIONATaics ayTOCOMHO-IOMUHAHTHAIH THIT HACASIO-
BaHKsA HaHHOU natonoruu [179]. Jloka3aTenbCTsa HACHCOBAHMIS
cunnpoma WPW 1o ayroCOMHO-JOMHHAHTHOMY THILY C BHICOKOH
HEHETPaHTHOCTRIO (94%) M KIMHUYECKHM HOMUMOP(U3MOM
npezpcrasnenst LI Qomuno ¢ coasr. (1990) [21]. ’
Vidailet H.J. et al. [248] Briseunu cunnpoM npensosbyx-
Aenus xenynouxos y 13 u3 2343 poncrsennuxor (0,55%), uro
3HAYMTENHLHO IPEBBILIAIO YACTOTY 3TOH MATONOTHH B HOY/IAIHUH
(0,15%). AsTopel NOIYEPKHBANY 3HAYAMOCTH [CHETHYECKOTO

BiUiaaa B pa3BKTI/I€ CHHOpOMa Hp@)IBO36y}KH€HI/EH KCITYIOUKOB H -

TAKKE YK33BIB€LHI/I Ha ay’I‘OCOMHO“IIOMT/IHaHTHI)IH THII HACJICOAOBA~
HHs JAHHOU NaToOTHN.
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Chia B.L. et al. [78] onmcanu cemeitnniit cirydait KITHH-
4EeCKOro nonmmopdusMa CHHApOMA HPEABO3OYKIAEHHA KEIy-
J049koB. B 57T0# cembe npobaHm, ero oTel ¥ ABOE M3 €ro ISTH
OpaTheB HMENH J0Ka3aHHbIH cunnapoM WPW. YV Monomofi cectps
auarsocTHpoBaH cuuapoM LGL.

Brisienensl accouuamuy Hacnenyemoit dopmelt WPW ¢ ru-
nepTpoduyeckoit kapruomuonaruedt (FKMIT). Jlna namHoi ac-
COLAIMH XaPaKTePHO ayTOCOMHO-IOMUHAHTHOE HACICIOBAHHE
[158, 248]. ObmmpHyio cembio ¢ cuaapomom WPW u I'KMII
npencrasuian MacRae C.A. et al. [154]. B aroif cembe BBIABIEHO
HACJICOBAHNE COYETAHHON NMAaTONOTHH IO aYTOCOMHO-IOMUHAH-
THOMY THITY C noxanmauuen IIATOJIOrMYECKOro FeHa Ha XPOMO-
come 7q3.

-Mehdirad A. A. et al. [162] Takoke nogrsepkaroT ayTo-
COMHO-JXOMHHAHTHOE HacleAoBanue cujapoma WPW B couera-
uun ¢ TKMIT. Taxk, B cembe u3 32 yenosek y 20 06CIIe[0BAHHBIX
POINCTBCHHHUKOB BBIABICHBI IPU3HAKH NPEIBO30YXKICHUS KEIy-
TOYKOB, HAPYILCHHA aTPHOBEHTPHKYISPHOTO IIPOBENICHYS, BKIIIO-
qas TIONHYI0 aTPHOBCHTPUKYNAPHYIO 6IOKaXy, WM THICPTPO-
duaeckas kapauomuonarus. [eneTnueckuil aHamm3 B 5T0H ceMbe
BHIBIJI MATONOTHIO TeHa B XpoMocoMe 7q3. PexomMGuHaHTHbBIE
COBBITUA Y TOPAKCHHBIX UHAUBHIOB HMEJH MECTO B TCHETHIEC~
KOM HHTEpBaje 0T 7 1o 5 cM.

B 2001 r. M. Gollob etal. [112] Gsu10 npoBeseno xnmamKo-
HHCTPYMEH-TaibHOe 06cienoBanne 70 wWieHOB 2 HEPOACTBEHHBIX
cemelt (5 noxornenuit). ¥ 31 u3 70 obcnenoBaHHbIX GbUin BbISE-
ners! cuaapoM WPW u runeprpodus neBoro xenynouka, Hapy-
HICHWC arPHO-BEHTPHKYIAPHOH NPOBOAMMOCTH. [oaTBep)IEHO
ayTOCOMHO-JIOMHHAHTHOE HACNIEAOBAHUE CHHIPOMA HPEABO3-
Oy)KIEHHA B OTUX CEMBSX C BBICOKOH MECHETPAHTHOCTHIO (99%)

‘W BapHaOEeNBHON 3KCIpeccHeil. YV BCeX NOPaXEHHBIX WICHOB

2 cemell OplIa BBISIBIEHA MMCCeHC-MyTauus B reHe PRKAG?2,
KOTOpBI KoaupyeT y 2 cyOpemununy AM@-akTHBHPOBAHHOMN
IpOTeHHKHHA3EL. [eH KapTuposan Ha xpomocome 7¢34-36. Ipu
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uccuenopanm JHK y NOPaKCHHABIX POACTBEHHUKOB BLUTBIICHE
AMMWHOKHCTIOTHBIC 3aMEHbl apruHHMHAa HA TIYTaMUH B [O3HIIUH
302. Y nanmenToB ¢ cemelino#t opmoit cuaapoma WPW B ot-

JIMYHE OT CHIOPAAWHECKUX CIIYHACB 3TOr0 CHHAPOMA HapOKCHU3IMBL

GUOPHWILIAIHY — TPENeTaHus IPEeCcCepauil JOKyMEHTHPORAIHNCE
gocrosepHo uame (38-44% nporus 15-20% npu cniopanuyeckoi

hopme).

B 1oM sxe roxy M. Gollob et al. [113] npeacraBuny HOBYIO -

myTtanuio B rede PRKAG?2 y nanuenToB ¢ HACHEACTBEHHBIM CHH-

IPOMOM MpeABO30YXKICHHSA KEIYA0UKoB, GuOpuIsnueit npen-

cepauii M HapyNICHUSIMH aTPHOBEHTPHUKYIIPHOTO NPOBEICHMS,

4o 6e3 runepTpoduYecKorl KapiAHOMHONaTH, DTO HOBasS MHC-
CeHC-MyTalus (3aMeHa apTMHKHA Ha IIMUKH) B ¥ 2 CyObeiHHuIE

AM®-axTuBIPOBaHHON IPOTEHHKHHAZEL.
PRKAG2Z —ren coctouT u3 569 HyKICOTHAOB, U MyTALIUH
B OTOM I'€HE PUBOAAT K HAPYIICHHIO MHOXKECTBA DYHKIUH K1eT-

xu. M. Gollob et al. npennonoxuiy, yro oOHAPYKEHHBIH Mome-
kymsipHbIi nedekr resa PRKAG2 gepes pan MexaHH3MOB HHTH-
Oupyer perpecc AOTONHUTCIBHBIX IIPENCEPIHO-XKEIYIOYKOBEIX

IYYKOB BO BpPCMA @HSHOHOFH‘ICCKOIX cenapanun KaMmep cepiia

B 5MOpHOHANBHOM Tepuoze. AxruBanus AM®D-aKTHBUPOBAHHON
OPOTEHHKUHA3b] B OTBET Ha B-afpeHEepruy¥ecKyro CTHMYISIMIO

UIPACT CYIIECTBEHHYIO POJIb B IOABICHUH TaXUaPUTMUIH.
‘Cornacuo mamabiM Arad M. [39], myrammmu PRKAG2

[PUBOJIAT K BO3HHKHOBEHHUIO TAK HAa3bIBACMOH MHOKAPAHAIbHON
Merabosdeckoldl OONe3HN HAKOIUICHUS, YTO M IPOSBISICTCH TH-
neprpodueil MHOKapHa, CHHAPOMAME MPEABO30YXICHHS KETy-
JOYKOB M HAPYIICHHUEM aTPHOBEHTPHKYISAPHOIO NpoBeneHus. B

cirygac ,Z(G(i)éKTOB HPOTCHHKUHAZLL YBCIHHCHNUC KAPDAHNOMUIIHTOB

MPOUCXOJUT 32 CYCT PE3KO BRIPAKCHHOTO BaKyoIe00pa30oBaHus ¢

THHKOI“GHOHOI[OﬁHbIM ¥ BKIIOYCHUWAMH.

VY 3 nmamueHToB ¢ cemelnpiM curzapoMoM WPW u I'KMIL.
1. Kimura et al. [133] obHapy»xunu MyTanumio B TeHe TPOTIOHHHA

I (Gly203Ser) u 2br genenmro xonoHa 945 reHa cepaevyHOrO M-
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03UH-CBA3bIBarOEro oenxa. Takum o0pazoMm, coueTaHHEe CHHJI-
pomos WPW u TKMIT MOMKET MMETh PasiuUHYIO ICHETHUYECCKYIO
OCHOBY H OT/IMYAETCH KITMHHYECKOH BapHabeibHOCTRIO.

‘B 1997 rony smoHCKHE HCCIIEAOBATENH NPCACTABUIU Ce-
MBH € MWTOXOHIPHANLHBIM HACIECHOBAHHEM CHHAPOMA TPEi-
8030y aenus xenynoukos [157]. Onu uccneposanm 35 cemeil ¢
HACHeNCTREHHON odransmonarueit Jlebepa, nposenstouieiics oc-
TPOH M NMONOCTpoH CUIaTepaIbHOM TIOTepel 3pEHHs, BRI3BAHHOI
TAKENIOH AByCTOPOHHEH arpoduci 3puTenbHOro Hepsa. Y 5 u3
36 nauuenToB (8%) IMATHOCTUPOBANICS CHHIPOM NPENBO3OYXK-
JeHus skeayno4xos. IIpuanna 3aboseBaHus — MICCEHC MyTaluu
g komitorenTax I, I, IV xoMnnexcos apixarensHOR Lenu MUTO-

“xouzpu# (rarosorus Mutoxonapuansioii JIHK). Lensiit pag my-

tauuil B MutoxonapuanbHoit JTHK, npusopsiux x coueranuio
CHHAPOMA NPEABO3OYKICHHA KEIYIOUKOB H O(TambMonaruu
JleGepa, B MOCHENYIOMIEM BBISBIIH ¥ OIMCAIM [PYTHE aBTOPHI
[86, 100, 230].

Bodegas A.J. et al. coolmunu o coderavmu cuHApOMA
WPW u cunipoma bpyraza y 32-netHero G60IBHOTO € OPTORPOM-
HOHl TaxumKapZMel B COYCTaHWM ¢ nmoxbemMoM cermenrta ST B
IPYAHBIX OTBeNCHUSX V -V, Bbula BhIOOHeHA abmanus Joromn-
HUTCIBHBIX [POBONSAINMX MyTEH M MMIUIAHTHPOBAH KapIHOBEp-
tep-aebubpumisrop [54]. , o

Poccuiickue uccnenoBareny OMHCAIM pekuil Ciryyai,
OYECBHUJIHO. CHENIICHHOTO HaclenoBanus, cunapomMa WPW u mM#uo-
MECTBEHHOM DK30CTO3HON XoHApomucnnazuw [ 13]. ‘

merotest coobIIeHus O paje MyTamuii B reHax, KOZupy-
FOLIMX TPAHCKPUILMOHHBIE (BaKTopsl. [eH TPaHCKPUIIHOHHOrO
(axropa NKX2.5 kaptuposaH B xpomocome 5q35 [95]. Myraums
B 9TOM T'€HE PHBOJINUT, HAPALY ¢ PEHOTHIIOM CHHAPOMA MPEIBO3-
Gy IEHIS KEITYI0YKOB, K PasBUTHIO MEXTIPENCEPAHEIX aedek-
TOB U HApPYIUICHUM aTPHOBEHTPHKYISAPHOH nposogumocTH. Pas-
BUTHE aTPUOBEHTPUKYISAPHBIX OII0Ka/( CBI3BIBAIOT CO CHIKEHUEM
CHHTE3a NPEeMMYIIeCTBEHHO KoHHeKcHHa 40 i 43 [126].
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OpuuM M3 THOCHEIHUX PEHETHYECKHX MCCISNOBaHMH NaH-

HOH maronoruu sipnsercsa pabora Kasapuxoso#t 10.J1. [7]. Ho-

cuteny amiens A80807 rena TpamkpunumonHoro ¢akropa SP4
u ayutenst Ser 49 rena B -anpenopenenTopoB XapaKTepH3YIOTCS 7

bornee kOpoTKHM >()PeKTUBHEIM pedPaKTEePHBIM MEPHONOM JIO-

TIONHUTEIBHBIX TyTEH NpoBefeHus. Y JIuL ¢ cHHapoMoM WPW

1 Hocutenel amnens AB0807 ormeuaercs yBenwueHME TOTOCTH
JICBOT'O XKENYA0YKA B JHACTOILY € ONHOBPEMCHHBIM yMeHBIHGHI/IeM
PasMEPOB JIEBOTO NPEICCPINs.

Taxum 06paszom, HacnencTBenHbIl cHEApoM WPW Moxer
UMETh PasIHYHYIO 3THONOTHIO. MMeeT MeCTo HOBOILHO yacTas
accouManus HaclneACTBeHHOro cunapoma WPW ¢ npyrumu nHa-
CIEACTBEHHBIMH CHHJIpOMaMH, vanie scero ¢ FKMIL

4. MIEPBUYHASL ®UBPUILISITIAS
IPEACEPIA

@ubprnsanus npencepuit (OI1) 8 6ombumHCTBE CiyUacs
BTOPHYHA, T.¢. 00yC/I0BNEHa KakuM-THG0 3a60eBanem cepied-
HO-COCYIHCTOM cucrembl. Ho no menbiueii Mepe y 1/3 GonpHbIX
sruostornio PIT ycranosuts we ynaercs. B o1ux ciyuasx ropopsr
o6 mpmonarudeckolt win nepsuunoit ®I1 (lone atrial fibrillation).
Hpenmonaraercs, 4T0 B 3HAYHTEIHHOM YaCTH CITYYaeB HIHONATH-
veckas (mepsuynan) @I Hacnencreenno o6ycioseHa.

'O 3naumMol posu HacnenCTBCHHOCTH B paseutinn OIT
nepseM BeIckazancs H.Gould 8 1950 roxy [114]. On npexnomno-
KHJI HACJIENCTBEHHYIO nipupony ®I1 B HECKOMBKHX TIOKONCHUAX
onHOH CeMbH, HAaOMONEHHE 32 KOTOPOI POOIKANIOCH Ha HPO-
TKeHHH 36 JsieT. OCHOBHOE KONUYECTBO MyOGNMKALHiT O reHeano-
TH{ MCPUATENLHON apuTMHN TIpuxoauTcs Ha 90-¢ ronsr XX Bexa.
B 5Tux paboTax OUHCHIBAIOTCS OTACIBHBIE CEMBM, CPEIH He-
CKOJIBKHX YJICHOB KOTOPBIX HMena mecto OIT w/wnm tpeneranue
npeacepanit (TII) [52, 109, 187]. T. Tikanoja et al. [238] B 1998
Tojly OnyONHKOBANHU JIaHuble HAGMIOLCHNS 32 PA3BUTHEM CoMEii-
noft ®II y 2 smbpuonos na 23 u 25 segensix BHYTPHYTPOOHOTO
pazsutus. Oba pebenxa ponunucs ¢ npogomkaoieiics I,

' -Ocolplit uHTEpEC HCCACHOBATEIN MPOSBILIH K CEMbAM, B
KOTOPBIX NPOMCXOHIIO HAKOIUICHHE HAPYIICHUN BHYTPUAKETY-
JOUKOBOH NPOBOJMMOCTH, COYCTAIONUXCH C PA3IUYHBIMA TAXH-
apuTMiiMi. OFHCAHBL CCMBH, Y SICHOB KOTOPBIX B HECKOILKUX
noxonenssx Habmonanace OII wumn TIT B coueranmu ¢ 6noxa-
AOH pasiMuHbIX BCTBEH yuka ['HCa miiy arpuo-BeHTpUKYIIPHON
Gnokasoit [37,49, 104]. ‘

Fox C.S. et al (1997) [103], yxassisanu, uto Iy ponu-
TENCH YBCTHUMBACT PUCK PasBHTI (GUOPWLIAHE MPexcep it
anst moromersa. Cpenu obcmenoBannbix 2243 pONCTBEHHUKOB
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681 (30%) nmenu xota 6b1 | poauTens ¢ 3aperHcTPHPOBAHHONN
OI1. TIpropHTeT NOCTYAKPOBAHMS Ay TOCOMHO-IOMUHAHTHON MO-
nenu ®OIT npunamnexur J. Girona et al. (1997) {110]. Ouu npen-
cTaBHAM 2 ceMbH, B KOTOpbIX 20 13 70 00CHEIOBAHHBIX UMENH
TApOKCH3MAIBLHYIO HIIH TIOCTOSHHYIO Gopmy OIT.

R. Brugada et al. (1997) [68] npoBenu KIHHHYECKOC,
3NEKTPOGHIHOIOTHHECKOC X FEHETHYECKHE HCCIEROBAHUA 3 HC-
marckux cemeil ¢ @IL Ienerwueckii aHamM3 BBIABUIL, YTO I'CH,
orsercraeunbiil 3a. I B 3THX ceMbsiX, JTOKATH30BAH HA XPOMO-
come 10g B peruone 10q22-24. I'enoTunuposanue GOABLHBIX €
OIT BBSIBHMIIO JOKYC Haroiiornueckoro rena mexmay D10S1694
u D10S1786. 3abonesanue HacleLyeTCs ¢ BHICOKOH IEHETpPaH-
THOCTBIO. ABTOPbHl IPEAIONAra0T KaHAWAATHLIMU ICHAMM JaH-
Hoit maTormoruu rensl B-anpenopeuentopos (ADRB1), a-aapeno-
peuenropos (ADRA2) u rennl G-npoTens CUENICHHOU KHHA3BI

(GPRRS), Kax JOKaIM30BaHHbIE Ha TOMH e, 10-i xpomocome, B

noxkyce 23-26. B obcnenoBaiHbIX CeMbAX MEpLATENbHAA apHT-
mus BeisiBieHa v 21 u3 49 poncreeHHEUKOB. POIOCIOBHBIE 3THX
ceMeil npencraBneHbl Ha puc. 4.1, Oyl U3 MOpaKCHHLIX POAC-
teennukos (II-8) ymep B Bospacrte 68 et ot uHcynera. Jpyroit

poncteennuk (I11-2), ¢ NapoKCU3IMANBEHOR MEPUATEIBHON apuT-

Muci ¢ 20 neT, yMep BHE3aIHO B Bo3pacTe 36 JeT, HO ayTONCHs

He NPOBOMUIAck. M3 19 XKHUBBIX uIcHOB ceMbH 18 MMeTH XpoHH-

yeckyto OI1 u 1-napokcusmansuyio gopmy PII.

Roden D.M. [204] onpenenun nacieactsenuyws DI xak
M()HoreHHylo apUTMUIO, 4TO MPEAIONATaeT, CO CIIOB aBTOPa, BO3-
MOKHOCTb paHHeH Koppekimu 310ro cocrostHud. OnHaxo s
JAHHOTO HAPYIICHUS DUTMA XapakTepHa FCHETHMYCCKas rerepo-
FEHHOCTH, T.K. OJIMHAKOBasK (PCHOTUITHIECKAd KAPTHHA MOXCT Ha-
OITIONATHCH MPH MYTAHUAX B PA3IHYHBIX FEHCTHYCCKHX JIOKyCax.
Hapsiny ¢ noxycom ®II, noxanmuzosannom B 10-# xpomocome,
P.T. Ellinor et al. (2003) [94] xapruposanu ren @I1 ra npoxcu-

MadbHOM AJIHMHHOM Iuiede XpoMocomsl 6q 14-16 B unrepsane

mexay D6S286 u D651021.
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Ceusn |

Puc. 4.1. PonocnosHas 3 ncnauckux cemedi ¢ GIT [68]

- Haxonen, xuTaiicKHe HCCIELOBATENH (259, 260] unewru-
(QuIMpoBalIH 2 TeHa, OTBETCTBCHHLIC 3a BO3HHKHOBEHHE HACICAC-
teennoi OI1. Vimu okasamuce rexst 6e/IKoB KalnueBbX KaHAJIOR
MHOUUTOB. B uacrnocrn, 1. Yang et al. [259] coo6munu o 3amcHe
apryuHuHa Ha IHcTeul B rosuuuy 27 rena KCNE2 na xpomocome
21q22.1-22, xoaupymomero B-cyObeaMHUIY KATHEBBIX KaHAJIOB
DTy MyTauuMyu oKazanich y 2 u3 28 o6cneoBanHbpIX KUTaHCKUX
cement ¢ HacnencrsenHoi PI1. Yang H. et al. [260] uaentadu-
uuposaiy Myrauio (S140G) rena KCNQI1 wa xpomomocome
[pl15.5, xonupyiomero o-cyObeaHHMIY KATTHEBOTO CEPAETHOIO
xarana. Bosunknosenue Ol B 51ux cnyvasx obycnoBneHo Te,
4TO IIPY ONKCAHHBIX MYTAUUsX B STHX reHax (QVHKIHS COOT-
BETCTBYIONMX KANHEBBIX KAHAJIOB MOBBILACTCS, UTO APHUBOANT
K YKOPOUCHHIO HOTCHIMANA NelicTBrs H dhdeKxtusHOro pedpak-
TCPHOrO epHoia npencepnuil. Kax 6bi10 ykaszaHuo Bblue, mpH
NOHIWKEHUH (PYHKIMH YKA3aHHBIX KAHAJIOB BO3HUKAET CHHIPOM
yomuaenuoro wutepsana QT, coorsercrsenHo Bapuantsl LQT]
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u LQT6. Crenyer HanOMHHATh TaKXKe, 4TO. ONHUM H3 BEAYINAX
(eHOTHIMYECKHUX NPOABICHHH CHHAPOMA KOPOTKOTO HHTEpBAsa
QT, mpy KOTOpOM (DYHKLHMSA KaTIUEBBIX KAHAIOB NMOBBILICHA, SIB-
nsercs napokcesmanbhas ®DII. Taxum oOpasom, npuBEICHHBIC
NaHHBIC KUTAMCKUX MccrenoBarcici CBUIETENLCTBYIOT O TOM,
' 4TO HEKOTOpHIE BapHAHTHI ceMelinoi ®IT MOXHO OTHECTH K Ka-
HAOTIATHAM. )
VeTaHOBIICHA OTHOCHTCILHAS aCCOLMALIT HACTICICTBEHHOH
@I ¢ apyruMH TEHHBIME HApPYIUEHHUAMU: CHHIPOMOM YATHHEH-
Horo uHTepBaia QT, IWIATAIHOHHONH KapIMOMHOIATHEH, THIICp-
TpodrIecKol KapIMOMHONATUEH, CHHIPOMOM W’E_’W, B 2000 rony
E.A. Sparks et al. TONOXHIM O COpOKATIETHEM HaOmmoNeu 3a Jie-
BATHIO TIOKOJECHHSIMY OfHOH CEMBY C HACIICACTBCHHON KapinoMu-
oﬁameﬁ. Y 106 uenosek w3 325 obcreposannbix Oblna BhIABICHA
@I [221]. ’
Olson T.M. et al. (2005) ycranosuny MHCCEHC-MYTAIHIO
(D1275N) rera Harpuessix xaHanor SCMNSA y nanuenros ¢ u-
naranuonsol kapauomuonaruit n @I [181]. Gruver E.J. et al.

{116 ] BBIIBHIIM MMCCEHC-MYyTABMIO (3aMeHa apruHHHa Ha FHC-

THAVH B 663 HO3ULAN) B TSHKEION ey CepIeHoro B-muoznna,
KOTOpasi MPHBOIW/IA K CICINICHHOMY HACJICNOBRNUIO [HIEPTPO-
duueckoil kapauomuonarky 1 OII
B 2001 © M.H. Gollob, R. Roberts [113] npencrasu-
i coderanue cunnpoMa Bonnda — Ilapkuncona — VYaiita 1
runepTpodUUECKOH KapIHOMHMONATHY B CBA3H C ITATONOIHCH
rena PRKAG, koTopwlil xopupyer ramma-2 — CyObeAuHUITY
- AM-aKTHBHPOBAHHOMN IPOTEUHKUHA3D!. Y IALMEHTOR ¢ cemelinoi
dopmoit 3toro cunapoma @I nabmonanace B 38-44% cnyyacs B
ommaue o1 15-20% npu cropampueckux Hopmax 3a00IeBaHu.
Ten naHmoil TATOIOTHH KApTHPOBAH Ha XpoMocome 7q34-36. [lpu
cexsenupopannu JJHK y 5THX naniueHTOB BEIIBICHE] 3aMCHBI ap-
THHMHA Ha DIVTaMHH B nosuiuy 302.
Lai L.P. et al. ykazanu ua cBsI3p nommMopdu3Ma (zleﬂemm)
Mmcxbﬂnpnanbﬁeﬁ JIHK ¢ passutnem nepsuyroit OI1 [138-140].
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B mociennue romsl mpOBONMTCS MOMCK IEHOB-KaHIHIA-
TOB, aCCOLWMPOBAHHBIX ¢ paszBurHeM PII. OnuuM U3 Taxux re-
HOB-KaHIHIATOB SBIACTCS NOMMMOpGHLI Mapkep rema Gera
3 cybpenunnup G nporenna (GNB3). MuorodyHkImoHansHblil
6enox G JOKaIM3yeTcs B KICTOUHBIX MeMOpaHax KapIHOMHUOLH-
TOB, THAJKOMBIIICTHBIX KIETKAX COCYROB, hubpobnactax U Mo-
JKCT OBITH BOBNICYCH B TPONECCH PEMONENUPOBAHIS CEPACIHOH
MBIIIIB! 1 cOCynuCTOl cTenku. Schreieck J. et al. [212] usygamn
acconuanuio nonumopguoro Mapkepa C825T rena GNB3, xonu-
pytomero 6era 3 cyGvemuminy G nporeuna. B pesymstare re-
HOTHITMPOBAHUS HAMHEHTH PACUPCHCHIINCE HA TOMO3HIOTHI 10
C amnenio (CC renorun), rereposurots! (CT reHOTHIT) B roMO3H-
rorei o T annemo (TT rexotun). Belasnena acconuanus MENY
reHotunoM 1T u ymensmenuem pucka ®I1.

Yan H. et al. B csoeit paGore mokasamy yBeIuUeHHEe KO-
nHuecTra GeKa KOHHEKCHHA 43 tpu OII, nanbonsiee B nerom
npencepuuy [258 ]. Christiansen J. et al. [79] ycranosumm, uto
MyTauus B rene 1q21.1, nprsozsiias K CHUKCHHIO KOHHEKCHHA
40, criocoBCTBYET Pa3BHTHIO AaHOMAHH TyTy aoptel ¢ PI1.

Mopdonoruueckum cyberparom anmextporenesa ®IT mo-
KET OBITH ICHETHYECKH JIETCPMHHHPOBAHHOE HECOBEPIICHCTBO
PasBUIHA COCHMHMTCIBHON TKanu B sMGpHOTeHe3e, 9T0 U mpu-
BOJHT K HAPYUICHHIO MEXTKAHEBBIX B3aMMOZCHCTBHIL 1 S1eKTpo-
MEXaHUYECKOH HecTa0UIbHOCTH. JlOKa3aTeNECTBOM 3TOTO MOXKET
ciLyxHTh paboTa sronckux asropos Nakajima ef al., KOTOpPBIE Ha
TPAHCTCHHBIX MBIIAX ¢ Npeacepansv GuGpo3oM TOKA3ANH J10-
CTOBEPHO GOMBIIYIC YACTOTY passutrs OIL

Ha XXI ceccun Cesepoamepuxatckoro obuiecrsa CTHMY~
gy # ariekrpodusnonorau (Noth American Society of Pacing

and Electrophysiology 21st Annual Scientific Sessions, 2000)
UHTEPECHRIM OBUIO COOGIICHHE O TOM, YTO MUCKAPIHATHHEE
CMAHKETHI», q»opwﬁpyfonmecx 8 3MOpHOTEHE3C BOKPYT YCTHIt
NECOYHEIX BCH, SBASIOTCA MOPQONIOIHIECcKUM cyB6CTpaToM KTo-
THYCCKOH aKTHBHOCTH, CIOCOOHOH QOpMupOBaTs GUOPHIIAIHMIO
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W TpereraHue npeicepAuil. MuounTsl B 9THX Mamxkerax obia-
[AIOT CIIOHTAHHON 3MEKTPHYCCKOH AKTUBHOCTBIO, B OTIAHYUE OT
KapAMOMHOIIUTOB JIEBOTO TIPEACEPANS.

Knuungeckue ocobeHuocTH nepsuuHoil I, ee xiu-
HUKO-TIATOTEHETHYECKHE (POPMBI, AHATOMUYECKHUE M IJICK-
Tpodu3uosoTHUecKHE QAKTOPHl pHCKA NaHHOI IAaToJ0THH
u3ydeHs! HemocTarouHo. Jlo cux nmop He OBIIM AETANBHO

BBIACHEHBI 3aKOHOMEPHOCTH HACIHCHOBAHNUS JaHHOH ITaTollo-

I'uH, a TaxKe GeHOTHIINYCCKUE NPEIUKTOPBI 3TOTO Hapyle-
HES PUTMA.

B cBa3u € 3TUM B HalieH KIHMHHKE HA NPOTSHKCHUH HOC-
nepuero nsruierus Osio obcnenopano 103 mpobanna, y xo-
Topeix auarsocruposana ®II, u 301 ux poacreennux I, 11, Il
crencuy poycrsa. Pazgenus cempr npobanzos ¢ OIT Ha rpynmst
o sruonornu ®II, Mpl moayuuna [-10 TPyUNy, COCTOSIIYIO U3
53 npobanzos ¢ upuonaruyeckod O u 154 ux ponCTBEHHUKOB,
u 2-10 rpynmny, cocroAnyio u3 50 npodannos ¢ propuuHoii I u
147 ux pOACTBEHHHKOB.

B ZaHHOM WCCHEAOBAHMN HaMy OBUI YCTAHORBICH qbax’r

ceMeliHoOM arperatpu 3aboneBanHus B ceMbsx npodasnos ¢ OII. .

Bropuunoe Hakomnenne OII 8 cempax pocturno 7,31% (22
GonpHBEIX poncTBeHHuka u3 301), 4TO 3HAYHMO NPEBBIIIAIO O~
IyJAIHOHHYIO YacToTy 3abonesanus (o nanHeiM H. Kulbertus

et al. (1982), nomynaumonsas yacrora 0,4%, pur. M.C. Kyma- -

KOBCKHH ).
B cembax npobanios ¢ DI Haubonsmuii poyeHT nopa-
JKEHHBIX NPHXOIUTCS HA PONCTBCHHUKOR | cTemeHu poncTBa, B

YaCTHOCTHU OHOMMEHHAs Tarosiorus seuiBieHa y 9,86% obene-

nyembix 1 crenenn pozctsa, u Toneko y 1,16% poxcrsennuxos [1
CTEIEHH POXCTBA.

Tlo mainuM JaHHBIM, Cpeint POICTBCHHHKOB [ crenenn

poncrea Haubonee NONBEPkKEHB (QUOPHINANUH Ipejcep-
auii marepu (36,36%), cectpst (19,44%), orus! (16 67%),
puc. 4.2.
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Puc. 4.2. Cemei#inas arperamis QII B cempax npobaugos ¢ OIT

Hacnenyemocts nogsepxennocru (H2) ompenensacs B
pamrax mozenu «Falconer», xoTopast HOCTYIHPYET HOpMaIbEHOE
pacHpelC/ICHHE MOABCPHEHHOCTH B MONYISIHE, H CPEIU POI-
crBeHHUKOR | cTencnu ponctea. ComacHo JAHHOM MOJENH Kodd-
¢uuieHT perpeccnn nozpepxernoctr OII:

Xg—-Xr  2,65-1,287

b= - _
a 2,962

= (0,460,

e X¢q — [IOpOroBas TOYKa PACHPCACIICHHUSE NOIBEPKEH-
HOCTH B HOMYIBIUM; Xr — [OPOroBas TOUKa PacipeneieHns
TIOABEPIKCHHOCTH CPE/IU POACTBCHHUKOB; 8 — CPEHsIA BEIHYNHA
TIO/IBCPIKCHHOCTH GOMBHBIX B IIONYISIHMOHHOM BRIGOpKE. JlaHHbIE
BETMUMHBL GBUTH B3ATH 3 TabIUI — MPHIOKEHIA K (opMylIe
A1 pacueTa ko3P QUIHCHTA perpeccun.

Koo duuuent nacneayemoctu:
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e r — x03QGhUNNEHT POACTBA, PaBHBIN 2 i PONCTBEHHHUKOB |
creneny poiacTea. Takum o0pa3oM, HACHELYEMOCTh TOABEPKEH-
nocty O no mozemu «Falconer» cocrasuna 23%, octanbuoe
(77%) nipuxonurcs Ha cpenoBbie haxrops! B passurun OII.

Jlst opManbHOrO FeHETHYCCKOrO aHaIN3a THIIA HACICHIO-
BaHUA HCIIONB30BaH MeTon Baitabepra ams efuHHYHON peruct-
pamud. [lis npoBeieHHs CeTperaloHHOre aHanH3a HCIoIb30-
BAIUCh CHOCTBA ¢ NMOPAKEHHBIMH JCTHMH B CEMbSX MPOOaHIOB
¢ unnonarudeckon @I, rae B HECKONBKUX MOKOJCHHUSX IpOCe-
JKMBaNach JAHHAA NATONOTHS. YYHTHIBAS PE3yAbTaThi NpoBaHio-
BOTO H cHGCOBOTO METOJIOB CETPEralliOHHOIO aHAH3A B CEMbIX,
npoGanIbl KOTOPRIX CTpafaroT wauonarnyeckoi O, Mer MoxeM
NPEANoNarark ayToCOMHO-IOMHHAHTHEI THO HaCHeqOBaHHA
JAaHHOH HATOIOTHU.

B xavecTBe npuMepa NpUBOIUM CEMEHHYIO HCTOPHIO C Ha-
cienonsauueM DI B 3108 cempbe. - , ‘

Cemelinas HCTODHS:

[pobann XK., 54 rona. Obcnenosanue B ¢espane 2002 1.

Kanobp1 Ha NPUCTYIIBI HEPUTMHMIHOLG CepaueOHeHus, ONbILKY
BO BpeMsl IIPHCTYIIOB, FONOBHYKO OONb MPH HOBBILICHUH apTeph-
anbrOro nasnenud (AJl). Vi3 anaMHe3a 3BCCTHO, YTO NAPOKCH3-
ManbHas QUOPUILIALMS Hpeicepauil BICPBBIC NHAIHOCTUPOBAHA
8 1992 roxy. Heommoxparuo oGcnenosana cranuonapso. Hpuuu-
maet xopaapod 0,2 no 1 Tab. 8 mens "eperynspro. B chnyuae ca-
MOCTOATENBHOM OTMEHE! HIPENapaTa PeHUAMBHPYIOT TaPOKCHIMEL
Qubpuwuisuun Hpeacepauil, OKONO JBYX Pa3 B MECHII, HaIe BO
BpeMs HaIPy3KH, KyIHpyeT HOBOKanHaMuoM. Ilocnennue 2 rojia
crano nopeiarses AJl. Maxcumansusie nugper AJT 200/100 Mm
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pr. c1. Ha done npuema axkynpo (10 Mr) AJL 1o BeicokuX mudp
HE TTOBBIHACTCSL.

Koxxuble TOKpOBE 00BIMHOIO HBETa W BiaskHOCTUH. Bepxy-
HICHHBIA TOTYOK NANBIHPYETCs O JICBOH CPEHHEKIIOUHYHOH H-
oYU, I'paHuLB! OTHOCHTENBHON CEPIIEYHON TYTIOCTH PACILHPEHBI
BNICBO: AeBag rpanuna no linia mediaclavicularis sinistra. Tonst

| cepiua SCHBIE, PATMUYHBIE, IryMoB HeT. YCC — 65 ymapos B

muryTy. AJl 140/90 MM pr. cr. [laTomorun IpyTrux CUCTEM HE Bbi-
SIBJICHO. A :

o 3KT" — putm cunycossiit ¢ UCC 65 B MumyTy.<a +
15°, P- 0,17, PQ- 0,16", QRS- 0,08 ". QT- 0,38 ", RV5, V6 > R
V4. 3aKnioucHye: IPH3HAKK TaOepTPOQUH JIEBOTO KeNYIAoUKa.

Ho 3KI' or 20.06.02 perucrpupyercs Gubpumistims
npeacepauii ¢ YCC s sxenypoukos 100-135 B mun. 3XOKC:
VIJIOTHEHHE a0pTHl, CTBOPOK aopransHOre wiamana. Heznasun-
TENBHAA CHMMETPHYHAA FHIEPTPOQUS MEAOKEIYIOUKOBON nepe-
TOPOIKY, 3a/HEH CTEHKH JIeBOTO KeyNouKa (MEIOKeTyI09K0Ras
neperopozxa (MK — 1,1, zanuas cTeHKa HEBOIO KENyI0YKa
(3CJEX) — 1,2), nesoe npexncepuue 2,8 oM. Juarsos: uanona-
THYCCKOC HAPYIICHUE PHTMA CEp/Ha [0 THITY NAapOKCH3MalbHOH
bubpumnsnyu npencepmuit. Comn.: runepronngeckas 6osesns, 11
cranus, I crenens, puck 3. ,

Mars npoGanna, 75 ner. lpeasssnser »anobsl Ha HepuT-
MUYHOE cepauednerne, OfbILKY IPU He3HAUHTEbHON (usnyec-

KoH Halpys3kKe, HHOIIA B IIOKOC, YCUIIMBAKOMIYIOCH HIPU TOPH3CH-

TaabHOM IOJONKECHMH TeNd, Ha THKECTh B NPABOM noxpebepse,
OTEKH TOJICHEH, asaue 50 3a TpyIunol MpH GH3MYecKo Ha-
rpy3xe (xonsbe no posHO# MecTHOCTH OKONO 500 MeTpOB), Kymn-
PYeT cyONUHTBAIBHBIM IPUEMOM HUTPOIIHIICPUHA, HA TOIOBHY)
Gob, «MYIIKH» Iepel rmasamy npy nossimenun AJl, cnadocts,
ToNoBOKpyXeHue. M3 aHaMmHe32 H3BECTHO, YTO XPOHWYSCKAS
dbubpriuisiims npejcepauil auarnoctupyercs ¢ 17 ner. Jlo mie-
pexona B XPOHHYGCKYIO (OPMY NApOKCH3MBI PEIMIHBHAPOBAIH
10 net. B 60-neTreM BO3pacte MOJBHIACEH KIMHIKA CTCHOKAPANY
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HAIPDKCHI, CTano noselurarbes AJl. Maxcumasbabie nudpsr

AJl 220/115 mm pr. cr. HpubnusutensHo ¢ storo BPEMEHHU 110~

ABUNACH KIIMHMKA CCPACYHON HE0CTATOYHOCTH. B HacTosieg |
BPCMsA NPUHHMACT CEPASUHBIC MNKO3U/b, B-anpeHobnokaTopsy,

unrubutopsl AII®, muyperukw, nesarperanrs!.
[IpexopanansHas obnacts Ge3 uamencHuil. Bepxyieunn

TOTHOK NAIBIUPYCTCA Ha | CM KHAPYKH OT JCBOH CPEIHEKITIO-

YMYHOH JIMHMM. IDaHUIEI OTHOCHTEIBHON CepedHol TyHoCTH

PaCHIMPEHBI BICBO: JIEBas IPaHMLA Ha | cM KHapyxu oT linia

media clavicularis sinistra. Toner ceprmua npurymeHsi, apuT-

MHUHHBIE, BHICAYIMBACTCS CHCTONMYECKUI IIyM HA 20pTE, B TOY-

ke borkuaa—O3pbda. YCC — 100 yxapos 8 munyry. AL 150/95
MM PT. CT. B JJerKHX JBIXaHHUE C JKCCTKUM OTTEHKOM, XPHIIOB HeT,
Hueno apixarenbHbIX ABMKeHu — 20 8 Munyty. [py nmansnanu
JKHBOTa OTMEYACT DONC3HEHHOCTD B IPABOM Hoxpedepse. Hepxy-
TOPHO- HIDKHMIT Kpai IeUeHH Ha 2 CM HEKe Kpas pebepHoil qyru.
OtMeuaercs aCTO3BOCTh TOJIeHe . ‘

[To OKI" — purm Pubpmmmaims npencepmmii ¢ YCC s
xenynodkos 85-130 B mumyTty.<a 0°, QRS- 0,08 ”, QT- 0,36 "
R V5, V6 > R V4. Tlpusnakn runeprpodun 1eBoro xeayrouxa,
o manmetM DXOKC: ynmoTHeHHE a0pTHL, CTBOPOK 20PTANIBLHO-
ro knanana. [mreprpodus 3amEeif CTEHKH JIEBOTO KeNyLOUKa,
MEHOKEIYI0UKOBOH neperoponky (Tonmmua 3CTDK 1,5, MOKII
I,4 cm). Jlesoe npencepaue ysennueno (siesoe npeacepiue

4,6 cm). Cumoxenne dpaxuyuy BeIGpoca neBoro xenynouka. Gpak-

uus eibpoca (o Teyholz) = 52%. uarnos: umuonaruueckoe.

HAPYIICHHE PUTMA CEPAIa O TUIY XPOHWYECKOH (opMbl Gub-

puwninuy npexcepauii. Comyrersyiomas naronorus: W.B.Co:
crenoxapans HanpsxeHus [I ¢. ki, M'mnepronvueckas Gonesns,
I cragus, 1] crenens, puck 4. Ocnoxwuenue: CH I E ct.

Coin mpobannma, 17 ner. Kanyercs na komoume 6o B 06-

JlacTH BepXymky cepaua. [epeGoes B paGote cepua cy6hexTun
HO He oulymaet. M3 anaMHesa M3BECTHO, YTO B TCUCHUE 5 1T 110

OKT' peruCTpupyroT 4acTyio KeJIyHOYKOBYIO IKCTPACHCTONHIO,
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[IpuHuMaeT peryaapHo B-agpenobnokaropsi, 6¢3 HOTOKUTCTb-
HOTO AHTHAPUTMUYSCKOTO a(iderra.

Koxunle mOKpOBBEI HECKONBKO TUIICPEMHUPOBAHEL, OOBIU-
HOl BIAXHOCTH, KpacHBIM gcpMorpaduam. [pyaHas kierka He
aeopmuposana. lpexopauansras ofmacts 06e3 m3MeHeHwmi.
BepXyIIeUHBIA TONYOK NadbIUPyeTCs Ha | CM KHYTPH OT JIeBOil
CPERHCKIIOUHYIHON iKY, [ paHHIb OTHOCHTEMbHOH CepcuHOll
TYHOCTH B HOpME. TOHBI Cep/lia SCHBIC, APUTMUYHEIC, HIYMOB HET.
YCC 70 ynapos B MUHYTY (KaX/I0€ TPETHE COKPALICHHE — DKC-
tpacucrona). AJl 130/85 mm pr. cr. [Taromoruu apyrux cucrem
HE BBLIBIIEHO.

[lo 2KI" — pur™m cunycossiit ¢ YCC 80 B munyTy.<a +
40°, P- 0,06 °, PQ- 0,16 ", QRS- 0,08 ". QT- 0,34. 3axmodenne:
KEYIOYKOBask SKCTPACHCTONHUS MO TUIy TpuruMend. [1pu npo-
Be/ICHAN BenosproMerpuu (BOM) perucrpuposanach yacras xe-
NYAOYKOBAS IKCTPACHCTONUS B HOKOC, FIPH HATPY3Ke KOIUHYECT-
BO IKCTPACHCTOA He yMeHbmunock. [1o 3XOKC: maronoruu me
BBIABIICHO. UpECHUINEBOMHAS CTHMYIAIHS JIGBOTO IpECepaus
(UIICIII): touxa Beukebaxa 176 ummynscor B MuH. BBOCY
1050 mc, KBB®CY 250 mc. Ilpu npoBencHUM CBePXYACTOM
CTHMYJIAIHA KOPOTKUM 3a/IOM CTUMYJIOB ¢ 9acToToi 250 um-
IyJABCOB B MHH. CIIPOBOUMPOBAH NAPOKCH3M (GpubpHimAuY npen-
cepauit ¢ UCC s xemynouxos 79-120 B mun. Yepes 60 cek
CaMOCTOSITENBHO BOCCTAHOBMIICA CHHYCOBBIH putM ¢ UCC 90 B
MHH. PerucTpupoBaach 4actas xKeayJouKoBas SKCFPaCHCTOIHL.
Jmaruos: wanonarudeckoe HapynleHHe PUTMa CepAia II0 THUIY

4acTOM JKEJYNOYKOBOM SKCTPACHCTONHNH, IAPOKCH3MAIBHOIM (op-

MBI QHOPIILISIMN TIPEACEPIUi.

Joub npobarna, 35 wet. XKano6br Ha komomue Gomu B 06-
JACTH BEPXYUIKH CEPNa, UYBCTBO HEMOJHOLUESHHOTO BIOXA, FOJI0-
Bokpy»eHHe. Korna BriepBbie BO3HHKIIM BBIIICONMCAHHBIE KATIO-
Obl, OTIPEJETICHHO CKa3aTh HE MOKET, HO MX MOSBICHHE CBA3BIBACT
C PU3HYECKHUM H SMOLHOHANILHBIM NtepeHanpsokeniieM. OTMeuaet
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xopommit 3pQexT oT npueMa CeATHBHEIX npenaparos. [lepeGo-
er B paboTe cepiua HeT.

TlpexopauanpHas obnacts 6e3 usmenennii. Bepxyueunsiit
TOTYOK HaJbINPYETCH Ha | CM KHYTPHU OT JICBOH CPelHEKITIOUHY-
- HoMi nuHUH B V Mexpebepne. [ paHuIbl OTHOCHTEIBHON Cepred-
HOHM TynocTH B HOpMe. TOHBI Cepia ACHBIE, PUTMHYHBIE, IIYMOB
net. YCC 65 ynapos B munyty. AJ] 120/80 mm pr. ct. [Tatomornu
IPYTHX CHCTEM HE BBIABIICHO.

Tlo OKI" — purMm cunycossiit ¢ UCC 64 B MuHyTYy.<00 +
30°, P- 0,087, PQ- 0,16 ", QRS- 0,08 ". QT- 0,36 . 3axmoucHue:
BapuaHT HOpMbL. [lo nanusiM OXOKC narosorus He BBISBICHO. |
[Tpu nposenernn B3M Hapymienuil puTMa cepna He BRIBIEHO,
TonepadTHOCTh K (QU3NYECKOH HArpy3Ke BBICOKas. Luneprensn
OHHOTO cuHApOMa HeT. MuoxapnuansHslid pezeps coxpared. [pn
XonTepOBCKOM MOHHTOPHPOBAHHH PErHCTPHPOBANICS CHHYCOBLI
purM: MubumMansHas YCC 55 B MuHyTY B HOYHOE BPeMA H Mak-
cumansras YCC 125 B munyTy auem. Hapymenns putMa cepaua.
33 HEpHO 06CIEOBAHIS HE BHIBICHO.

Bryx npobamna, 13 ner (cuis gouepn). XKamob co ctopoHsr
CEpIEUHO-COCYAICTON CHCTEMBI HE NpembsIpnset. HapymeHus
puTMa cep/ua He Bo3HUKan0. Co CI0B MatepH, poc ¥ Pa3BUBATICS
COIVIACHO NOMY ¥ Bo3pacTy. KpoMme pecliHpaTOpHbIX 3a001eBaHuil
1 BETPSHOM OCIIBL HUYeM He Gorner.

Ipu ocmotpe maronoruu obHapyxeno #e Osu10. [To OKT-
purM cunycosslil ¢ HUC 76 B munayry.<a + 40°, P- 0,06 7, PQ-
0,16 ", QRS- 0,06 ", QT- 0,34. 3axmoucHue: BAPUAHT HOPMEL.
o BXOKTI: nponanc mutpansuoro knanana (IIMK) I crerrenn
(mpoBucaHKe CTEOPOK MUTPAJIFHOTO KiIarraHa 1o 4 mm). ‘

VY paccmarpuBacMptX GONBHBIX ¢ ICPBHIHOH 1 BTOPUYHON
@I mamy COBMECTHO ¢ cotpyauukamu Mucruryra Tepamn CO
PAMH 6putl m3yuen noiumopdnsmM resa Bl-agpeHopenenTopon.
IeneTrHccroe UCCICIORAHUE KPpOBY 06110 TipoBeacHo v 30 Gonp-
HeIx 1-# rpymnne: (epeuyusas ®I1) 1 25 WX 3A0POBEIX POICTBEH-
HHKOB, a Tarke y 30 OonbHbIX 2-if rpynmel (Broprusas OII) n

2

1941

44 uX 340POBBIX POACTBEHHHKOB, KpoMe TOro, reHOTHIHPOBAHLI
198 nanueHTOR, Y KOTOPBIX OTCYTCTBOBAIH MIPU3HAKH CEPACUHO-
cOCYAUCTHIX 3a00eBannil (KOHTPOILHAS TPYIINA).

 apobang
W Bomsuaoie B

L
. B Sossaag o D

{3 3z0poBas

3AOPOBELT

Puc. 4.3. Poxocnossas cemsu ¢ Gubpuiuidinied npencepmuil

- Ho nony4esHbiv HaM¥ JaHHBIM, Y TPOOAHIOB ¢ NePBHYHOMH
®II ¥ X POICTBEHHHKOB OCTOBEPHO Npeobiaial reTeposuror-
Bl redornn resa Pl-apperopenenrtopos (Serd9Giu) » cpasne-
HUM ¢ KOHTPONLHOH rpyiinol; coorsercTBeHHO ¥ 15 (50%) mipo-
Gangos u y 11 (44%) poncreennukos, B cpasdenun ¢ 38 (19,2%)
Y KOHTPOJNBHOH rpyrst. Y ApoGanfos 1-il rpymms! Ha6mionanccs
Tafoke npeobnananue no pexxomy amremo (Glu49Glu) B cpas-
HEHUH ¢ KOHTPOJLHOMN TpyImolt, cootsercTrento v 5 (16,7%) B
cpasHenud ¢ 6 (3,2%) B kouTpONEHOIH rpynne. Ho y 3a0poBbix
POLCTBEHHUKOB 1POOAHKOB 1-# TPYIilbl PACCMATPUBAEMEIN Te-
HOTHIT HE GBI BBUIBICH HEt B OHOM Ciyyae {puc. 4.4.).

YV naumenTor 2-# rpynmel (Bropumupas ®IT) raioxe Ha- -
bmopanocs AOCTOBEPHOES Npeobnazanyue IeTePO3HrOTHOIO aln-
nens (Serd9Glu), cootserctsenno v 14 (46,7%) B cpapuenyu ¢
38 (19,2%) B.xoutponsHO# rpymme (puc. 4.5.). Ho y poncreen-
HUKOB GONBHBIX HTOH IPynmsl peobananue paccMarTpuBagMoro
TeHOTHIIA B CPAaBHCHHUM C KOETPONBHOI rpynmol He OBUIO CTa-
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THCTHHCCKH JOCTOBCPHBIM. Hacrota BCTPCHACMOCTH [CHOTHIIG

Glu49Glu y GonbHpIX ¢ Bropuunol ®I1 # UX POACTBEHHUKOB JI0-

CTOBCPHO HE OTINYANACh OT JaHHBLIX KOHTpOJIBHGi;l TPYIIEL
P 1-3<0.65 70,4%

80,0 B Bonbubie ©I1

. TTT%

70,047 #3n0poBbie POACTBEHHMKY

68,0-P 1-2<0.05 §

| P 1-2<0.05

& KoxTponibHan rpynna
50,04

40,04

30,04
18,2%

28 10,0% gy, 32%

10,04

6,0

serddser serdSgly glydsgly

Puc. 4.4. THonumopdusM rera Bl-agpeHopetienTopoB ¥ NALHCHTOB ¢ MCPRAY-
no# hubpunmsinuelt npexcepauH v

P1-3<0.05 704%

80,0 Bonsubie ®I1

77,7%

70.01 # 380p0BbIe POACTEEHHUKN

80P 1200 P1.3<0.05  @KoutponsuHan rpynna

50,01

. 40,0

80.01 19,2%

20 10.0% 0% 3.2%

10,0+

0,8

sarddser ) serd9gly glyddgly

Puc. 4.5. Homumopdnsd rega  Bl-anpeHopenenTopos y NAIMEHTOB € BTOPUY-

rolt pubpuiUsaHeil npescepaun
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Taknm 00pa3oM, KaK BUIHO U3 BLILIEH3I0KEHHOIO, rete-
PO3MTOTHBIH BApUaHT resothna Bl-agpenopenentopos Serd9Glu
MOYHO PACCMATPHUBATH KAK OMH H3 FEHETHUYCCKHX MPEJTHKTOPOB
BO3HMKHOBEHHUA KaK NepBHYHOM, Tak u sTopuunoit ®II. [Mpenuxk-
TOPOM BO3HMKHOBCHUS neppuuHol DI MOKET cnyxuTh TakKe -
resotun Glud49Glu. Poxctsennnkoe npobangoB ¢ MepBHYHON
dubpwinsnuelt npencepauit 1 reworunom Serd0Glu MoxHo oT1-
HECTH K IPYIINE PHCKA Pa3BUTHUSA JAHHON MaTOIOMHH.

B uenom aHanus muTCpAaTYPHBIX U NIPUBCACHHBIX HAMH
cOOCTBEHHBIX NaHHAIX MOKA3bIBAET, 4T0 BO3HHKHOBeHuio OIT o
MHOTHUX CIIy4asX MOXET CHocOOCTBORATH HACIEACTBEHHAS IPE/-
pactoNnOKeHHOCTh, C HanGoNbIICH OYEBUIHOCTHIO HACTHEACTBCH-
Has NPCAPACHONOKCHHOCTh NPOABIACTCA Yy GOMBHBIX ¢ MEPBHY-
woil ®II (lone atrial fibrillation). Hacnencrseunas ®I1 wacro
aCCOLUHUPYETCA ¢ APYIHMH KapAUOHOIHISCKUMH 3a00JICBAHUSIMU
(meperunsiMue. MKII, cumzpomom WPW, cumppomamu yau-
HeHHoro u xopotkoro QT u sip.). B HexoTopsIX ciiyuasx Hacmes-
creennas DIl mpencrasiser coboit MoHOTeHHOE 3aGoneBanue.
Ho, mo-suzuMoMy, B OGONBIIMHCTBE CiIy4YacB BO3HHKHOBCHMIO
@I crocobCTBYET ONpEsIENIeHHOe COYCTAHHNE - HOTUMOPPI3MA
ONpENIENICHHBIX TCHOB (TeHOB-KauuaaTos). Uccnenosanue, npo-
BE/ICHHOE HAMH ¢ HOMMMOP(H3MOM TeHa Bl-apperopeuentopos
y GOiBHBIX ¢ mepBUYHOM 1 Bropuunoi ®I1, MoxeT crnocoberso-
BaTh PCIICHUIO OJIHOIO U3 aCHEKTOB JaHHO# npobnemsl. B To xe
BpEMsl HECOMHEHHO, 4TO JAaJibHEHINME MOUCKH TeHOB-KAH/HIA-
TOB, CHOCOGCTBYIOIMX BOSHHKHOBCHHIO KaK NMEPBUYHOH, TAaK H
sropuuHoi ®II, ocTaloTCa aKkTyanbHLIMHU. Pesyavrarer otux mc-
CIEIOBAHMH MOTYT BHECTH BaXKHEHNINI BKIaZ B IPO(UIAKTHKY
BO3HUKHOBEHHS OJHON H3 CaMbIX paCHpOCTpaHCHHBIX ¥ OMAacHbIX
apuTMHUL.



5. CUHAPOM CJABOCTHU
CHUHYCOBOI'GC Y3JIA

[pouwno 4 AeCATHICTUSA C TOTO BPEMCHU, KOTHA GBI BRI
JeNeH B CaMOCTOATENBHYIO HO30IOIHYECKYIO SIUHUIY CHHAPOM
cnaboctu cunycosoro ysaa (CCCVY). C MoMeHTa BbIIENCHNS
3TOTO CHHIPOMA HOABIIOCH GOJBIIOE KONUYECTBO paboT, Mocss-
uiensslx stuonorun CCCY, npeacrapneHne 0 KOTOPOH B 3HAUN-
TEMBHOM MEpE IBOMIOLHOHHPOBANIO B OCICAHME TPH JECATHIIE-
THA.

M. Ferrer, onua u3 Haubonce paHHUX HCCICAOBATENCH

npobremel CCCY, B 1973 roxy Hauboree 9actol npuauHoi 31oit
naronoruu cuurana UBC [98]. Ho yxe uepes 9 ner, 8 1982 rony
'3TOT K€ aBTop Hambonee uyactodt npuuunoit CCCY nHaspiBana
M30MMPOBAHHbIN, CKICpO-AereHepaTHBHEIH GuOpo3 CHUHYCOBOTO
y3na (CVY) u cunoarpuasisHoi 30Hs1 [99). Takoro e MHeHus B
HACTOSIIIIEE BPEMS IIPHICPIKUBAIOTCS U APYTHE 2BTOPbI, KOTOPHIE
HapOonee MOCIENOBAaTEAbHO 3aHuMankcs npobiemoit CCCV.

B uactuocrtu, T. Bashour B cBoeit atnonornueckoit xaccnduxa-,

muu CCCY Ha nepBoe MECTO CPEIH ITHONOTHICCKUX (aKTOpOB

BBIHEC CK/IEPO-ICreHEPATUBHYIO OOTe3HE MPeACepani H IPOBO- |

Jsmed cucTeMsl cepaa [43].
IepecMoTpy DPeCTaBACHIH O CTPYKTYPE dTHONOTHISCKUX
tbaxropos, peipRarcmux CCCY, cnocoGeTeoraiy HaKCIICHHBIE

K Havany 80-x maromopdonoruveckue pammnic. Haubonemee

3HaueHHE cpenu Hux umena pabora C. Thery et al. [237], xoto-
peie B 1977 rony onyOuuKOBanu pe3yasTarhl naromMopdonorn-
yeckoro uecenosanns 111 NanueHToB, NPIKHAHEHHO CTPALaB-
mux CCCY. Jlmus B 2 cnyvasx Ob11 HARACH HEQAPKT MHOKApHA

y 5 6onmbHBIX Oblin 0OOHAPYIKEHB NEPUKAPANT ¥ KAPHHUHOMATO3..

B ocransubix crygasx Obul HallieH moramsusiil Gubpos CVY ne
ACHOU 3THONOTHY, HPH KOTOPOM KONHYeCTBO Kiietox B CVY Opun
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3HAYHTCIABHO CHMIKCHO. OHHOBpeMGHHO Ha6HIOIIaJICH THAMKETIbIN

pubpos Bokpyr CVY u B npeacepausx.

Yacto CKIEpO-AETCHEPaTUBHBIE HpOLEcChl npHOBpe-
taroT audQy3Hel Xapakrep, pPacrnpoCTpaHssICh HA BCIO CIIe-
MQHUIECKYI0 TPOBOMAMIYI0 TKaHb Cepiiia ¢ (OpMHDOBAHHEM
MHOTOYPOBHEBOTO TIOPAXKEHUS NIPOBOJANIECH CHCTEMB! CepAara —
«panconductional defect» [198] unmu 3axBareiBator TONBEKO OG-
nacte CY n ABY — binodal heart dis-eases [201].

Taxum o6pazom, B ocuose CCCY B 3maunTensHol qac-

TH CIYYaeB JIEXKAT CKIepO-AcreHepaTusHsic uaMeHenus B CY u
[POBOAALICH CHCTEME Cepina. OTH U3MEHCHUS SBILIOTCS Iiep-
BUYHBIMY, T.€. HC CBA3AHBI C KaKUMU-TH0O MOIEKAMME CEp-
JEUHBIMH WU APYTUME 3a00JICBaHUSIMH. DTH NMPOUECCh 38K0-
HOMEPHO IIPOTPECCUPYIOT ¢ BozpacTom [122, 234]. Toaromy u
KJIMHHYECKUE npossaeHus nepsuuroro CCCY, xak, BIpoUeM, u. -
BTOPHYHOTO, Hallle MAHUPECTUPYIOTCS B CTAPLIHX BO3PACTHAIX
TpYyIIIax., '
‘ Ho ¢ubpos u nerenepatng CV, a Takke HAKCIEKAUHK
OTAEJIOB MPOBOAAIIEH cHCTeMbl cepana — 310 cyberpar 3a6o-
JIeBaHHS, & HE €0 NpHUYuHA. B TO ke BpeMs caMa IepBUIHOCTD
mpoliecea, OTCYTCTBUE OUCBUAHOI CB3H €ro ¢ uieMueti, Bocia-
JICHHEM, TOKCHYCCKHMY BIHSHUAMY JaBaJ0o OCHOBAHMC JyMAarh
0 reHeTHYEeCKOH JeTepMUBRMpoBaHHOCTH 3abonesanus. OmHAKo
oM TeHETHYECKHX daxtopos B npoucxokaexun CCCY uy-
YeHa HEAOCTATONHO. B IuTeparype Ha NPOTSHKCHUM NMOCHSIHUX
30 neT BpHBOKATCSA CHUCAHUS SIHHHIHBIX cemell (He Boee 2-3),
B KOTOPBIX IPOCHESKUBACTCA N0 Heckonbko cnyuaes CCCY [70,
75,107,124, 134,163, 175]. ViMeroTCs e{UHNIHbIC OTIHCAHUS CO-
gyeTanud cnyuace cemernore CCCY ¢ muonueii [183]. B uenom
Ke TeHeTH4ecKast gerepMunuposannocts CCCY, 3akonoMepHoC-
TV €10 HACTIE/0BAHHUA IPAKTHIECKH HE W3YYaltCh.

B name# KIMHUKE Ha DPOTHXKEHNN TIOCHCHETO JECATHIE-
THSl COBMECTHO C HHCTHTYTOM MCIMIMHCKOR rereTrkd ToMCKoro
uayunoro nearpa PAMH mzyucsaa pacnpocrpasennocts CCCY

h
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8 1. Kpacuospcxke, nonosoit aumopdusm 3a00sieBaHss, BICPBbIe
H3YYCHB! 3aKOHOMEPHOCTH HacienoBaHus nepsuunoro CCCY,
KITMHHKO-9IEKTPOKApAHOrpaduyecKie NPOABICHUS ITOTO BAPH-
agTa CCCY, B cpasaenun ¢ sropuunriv CCCY.

Hannsie 0 pacnpoctpaucrnocty CCCY oveHs maino-
YHCICHHB! M He oHo3Haunel. [Io maunmm M. Alpert, D.Flaker
(1983) [34] B CIIA crpajaer nasaHoil matonor#€ell OKonQ
100000 uwenosex. Oto mpumepuo 0,5% 0O OTHOWIECHHIO Ko
Bcemy HaceneHuio CHIA. ITo gamaeim M. Ferrer (1982) [98]
CCCY prissnserca Tonbk0 v 108 yenosex uHa 1000000 nace-
nenus CHIA, e y 0,1% nvacencuus. B 1o e spemst M. Ferrer
ykasesana, yro 8 CIIA 156000 uenosex ¢ uMNIaHTHPOBAH-
HbIM 3eKTpokapauocTumynatopom (DKC), npumMepro nono-

BHHY M3 HHX coctaBnsaiot 6onsubie ¢ CCCY. Dro o3Hauaer,

uTo ToNsKo GonbHele CCCY ¢ ummtantuposannsiMu IKC co-
crastior 0,3% nacenenus CHIA. {anusix o pacnpocrpaHeH-
noctu CCCY B pyrux crpanax B JOCTYIHOI HaM JIHTEpaType
BBISBUTH HE YAAIIOCH., , .
TTpu obcnenosanny sxuteneii ropona KpacHosapeka B mpa-

BOOCPEKHBIX paHOHAX TOPOJMA HaMM BEIABICHO 127 OOIbHBIX

CCCY. [Ipu HACENEHHU TIPABOBEPEIKHBIX paiionos Topoxaa Kpac-
Hosipcka 484 000 wenopex (IO JaHHBIM NEPENHCH HACEICHN)

pacnpocrpanentgocts CCCY cocrasnsier 0,262%, uto nppmcpnd

COOTBETCTBYCT AAHHBIM AMEPHKAHCKUX aBTOPOB.
bomsumuerso asropos cuuraet, wro CCCY Berpevaercs

B OCHOBHOM y IOXKUIBIX Joziei: 85% — crapiue 50 ner, 68% —
crapwie 60 et [53]. Ectb mammble, 4T0 cpenuuii Bozpact 60mb-

ae1x CCCV — 62 rozma [195] u naxe 71 rox [82]. B 0 xe Bpems
omucesaroTes ToKenbie Gopmel CCCY y metel, B TOM 4ucie Ha
1-M rozy xu3nu [19]. ;

CornmacHo HammM JaHHBIM, CpeRHUE BO3pacT OONBHBIX
CCCV 50,5 + 1,4 roma. [Tux pacnpocrpaneunoctd CCCY npu-
XOAUTCA Ha Bospact 60-69 mer: y mywunn — 1,300%, y xen-
M- ~— 1,196%. X0Ts y XEHIOHH OTHOCHTENIBHO BBICOKas pac-
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npocrpanennocts CCCY nabnrofaercs u 8 Bospacte 50-58 ser
— 1,174 % (puc. 5.1.).
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Puc. 5.1. Pacripoctpanenrocts CCCY cpeiy HaceieHust IPABOBEPEKHBIX
paitoroB . KpacHosipcka

BonbIIUHCTRO aBTOPOB HaxooMT Oosiee vacTyro 3aboiena-
emocth CCCY cpenu xenmmn. Tak, L. Gould ¢ coasr. [114] na-
OnIonIanu cpeayl CBOMX OONIBHEBIX JKEBIIUH Gosnbile, YeM MYIKULH,
JI.®. Eropos ¢ coasT. % muargoctuposasin CCCY y xeHIuH B
3 pasa uaie, ueMm y MyxuuH [4]. B To ke Bpems eCTh CBeACHUL
0 TOM, YTO JKEHIIMHB! M My»uuns cTpagaror CCCY onuHaKoBo
vacro [208, 211].

Cpenu namux Oomessix CCCY Hpeo6naﬂa:m JKCHIIVHEL
(78 w3 127 namymenros — 61,4%). B nonynsuuu pacrpocTpaHeH-
wocts CCCY cpeny KeHIIMH TaKKe OKa3aldach BBIIE: COOTBET-
crserHo 0,336% (78 Ha 2322 THICAYH KEHCKOTO HaceJICHu) U
0,244% (49 1a 196,1 TRICAUYH MYMXCKOTO HACENCHIA).

Hposeneno cemeiinoe obenemosanme 109 npobanmnos ¢
CCCY u 309 ux poxcreennukos | u [I creneun poacrsa. Cpe-
ayu apobannaos Oburo 48 myxunn u 61 xeHIuHa. Bospacr 17-
72 roapa (cpeanuii Bozpact — 50,5 ner). Mz 109 npobannon y
38 u3 mux (34,86%) Ha OCHOBAHHM BCECTOPOHHETO O0CICHOBA-
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HES ¥ ANATCIIBHOTO Habnonenns OblI BRICTABIEH JHATHO3 Iep-
suyHoro CCCY. Cpenu 06¢ieaoBaHHbIX POJCTBEHHNKOB BhISB-
neso 60 GonsHpix CCCY (19,4%), 19 Mmyxxuns u 41 xedinuna.
Bospact 17-76 ner (cpemuuit Bospact 45,4 roxa). Hakomnenue
CCCY B ceMbsX 3HAUUTENHHO HPEBBIIIANO0 UX YaCTOTY B MOMYJIs
nuy I KpacHodpcka, NOIyYeHHYIO B HatueH xiunmke — 0,262%
YTO NONATBEPHAAET ICHETHUCCKYIO JNETCPMUHIPOBAHHOCTE NaH-
wo¥ naronoruu. B cempax npobaupos ¢ CCCY naubonee Brico-
K& TIOPKEHHOCTh POJCTRCHHHKOB | CTETIGHM pOICTBA: CECTPBL
(52,4%), marepu (3353%), otist (80%) (rabm. 5.1.).

— 72,22%). OcobeHHo 4acTo, KaK yIOMHHAIOCh BbINIE, GONe I
 cecTphI IPOBAHTIOB.

3abonesaemocts mepsuubbiM CCCY cpenn npoOangos
UMEIa OTYETIMBO BHIPRKEHHYIO BO3DACTHYIO 3aBHCHMOCTD.
O6 3TOM CBMICTEIBCTBYET TOT (BaKT, 4TO MOUTH 2/3 npofSannos
(72,7%) 6pumu crapre 50 net. Cpenu porCTBEHHUKOB HOPaXKCHIE
CVY BoIABAAIOCH B 6ONIEC MOTOMOM H Ja%e B JEeTCKOM BO3pacTe.
Ho 310 6biJI, KaK MPaBUII0, KOMIICHCHPOBAHHBIH HITY ACHMIITO-
MatHYecKui (atentreif) CCCY, Te. CCCY 6e3 wnamnyeckoi
marvecTanun 3abonesanus. Hago momarars, uro BO3pacT AB-
NACTCA PA3PEIATOINM (AKTOPOM Ui MAHH(ECTALUH KITHHIKO-
anCKTpoKaparorpaduyeckux npossnennii CCCY,

Hpusenem npumeps! HacieacTBenHol nepenaun CCCY.

Cembs 1. IIpo6ann, 54 roga, sxanyercs Ha TONIOBOKpYIKe-
Hue, perkue 0oMopoku. Cunraer cebs 60apHON OKOITO 3 JIeT, Ipu

Tabmuya 5.1
Cemeiinoe sakonaenne CCCY
¥ poacraexnnxos npobangos I u Il crenenn poncrsa

Kareropus :,:;:é?:: Bocro gg](?;m % 006BEKTHBHOM OOCIEOBAHIN BBISBICHO, YTO TPAHHI! OTHOCH-
Poutenn | Mats 9 3 333 TENLHON CePNEUHOM TynocTy pacurupenst va 2 cM. ToHbI cepaua
v ‘ p— S 7 80.0 OpUTITYMCHBL, pUTMHYHEL. HCC — 55 B Munyty. AJ] - 120/80
MM PT. cT. [TaTONOIMTECKHX HIMEHEHHIA CO CTOPOHBI APYrHX Op-

Cubent bpar 2 6 : '%4’0 TaHOB ¥ cUCTeM He BhiseH0. Ha OKT — cnnycosas Gpajmkap-
Ceotpa 42 2 524 nust 52 B MEHYTY, 6€3 ATONOTHYCCKUX H3MCHEHMI B MHOKapJe.

Ten Cox 0 S 10,0 Mocaie aTponuHia MaKCHMANBHOE YYAIIEHHE CHHYCOBOTO PHTMA
Jous 83 12 14.5 70 79 B MunyTy. Jlanusie YU uccnenosanus: 1o MBB — BB®-

CY — 1760 mc, KBBOCY — 660 mc, BCAIT — 153 MC, nOCie
MBB UPCY 71 B munyty (sopma >71), BBOCY — 9700 me, KB-
BOCY — 8700 mc, BCAIT — 121 mc. [To nanssim IXOKAPJIHO-
ckormiy 0GHApy)eHo NponabupoBarie MUTPATLHOIO- KIAaHa Ha
2 Mm. BonbHOM BHICTABICH CHEAYIOUHI AHATHO3: HAHONATHYC-
cxuit pexomnencupopauusiii CCCY, Gpaucucronuaeckas dbop-
Ma, Xpomraeckoe reuerne. Ilponanc sammei crBopkn MuTpash-
HOTO Kianana (TeMOIHHAMMYESCKH HE3HAUKMEIIT).

Bpar nipoGasina, 56 etr. Ha MomenT ocMorpa Geimm mapsmme
borm 3a TpymuHOI pu BHICTPOH XOMB6E MM IpH nogpeme Ha 3-if
3Tax. bori KynmupoBanuch HuTponmuepHom. OtMeuaet nepebou B

Jiis BeiaBienus THna Hackeqosanus 3abonesanus Obir
[IPOBEACH KIIacCHueCKuil cerperauuonnsil ananuz CCCY, xore:
PBIH T10KA3al1, YTO CErperallioHuas YacToTa 3a00NeBanus COCT
Buna 0,51, 210 COOTBETCTRYET CErperalioHHON Yacrore bonesun
¢ AyTOCOMHO-NOMMHAHTHEIM THIIOM HACHENCBAHUA.

BbUIO BHIABNEHOC BAHAHUE TONa HA 3a607€BacMOCTh Tiep-
suuHeiM CCCVY. B gactHOCTH, 0K43a/10Ch, 4TO CPEM npoban
nos ¢ nepeugaeiM CCCY nouty 2/3 Geuin KeHIMED! (24 3 38
— 63,16%). Cpenu pORCTREHHUKOB 3THX OONBHEIX TIOparKeHHE
CV Taoke BRIABIAIOCH DPEHMYIICCTBCHHO Y xeriunH (78 u3 108
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paﬁoTe Cepliiia, NrOJIOBHLIC Gormu nocne HAUPSKCHHOIG AHA, TOIIOBOK=

pyxkeHue 110 yrpa. CTpamact THICPTOHHYEeCKON G60me3HbIo okoito 100
net, Maxcamansabie tudpst AZ] 180/110 mu pr. cr. CnaGocts v romo:

BOKPYKCHUC 110 YTPaM OKOIO0 3 JIET, TOTAd KC CTalm OecrnokouTs JaBs-

nme 6o 3a rpymasol. Hpu oGbexrisaOM 06CTENOBAHUH TYIILC 61
B MHHYTY. I paHHIB! cep/iia pacumpers! BIIeBO Ha 2 cM. ToHb! cepima
npurtyieHsl. AL 160/90 mm pr. cr. Co cropoHb! APYTHX OPraHoB 0

cucTeM ratosiorus He BerBneHo. Ha DK puty curycosstii ¢ HCC 58
B MHHYTY. DIIEKTpHYeCKas 0Ch OTKIIOHEeHa BIIeBo RV 5,6 > Rv4. [Tocne
aTPONHHA MaKCHMAJIbHOE YUYaIlICHHEe CHHYCOBOTO PUTMA — 77 B MH-

Hyty. Jlannsie SOU-ucenenosanms: 1o MBb BBOCY — 1520 mc,
KBBDCY — 560 mc, BCAIl — 153 mc, nocne MBb UPCY — 758
MHHYTY (Bo3pacTHas HopMa > 71), BBOCY — 1580 mc, KBBOCY

— 780 mc, BCAIl — 140 mc. TTo paHmabiM 9X0KapaiOCKOTIHE — He-
Gonpiuas IUasSTauus DOJOCTH JICBOIO SKeNyodka (70 58 mm). Ber
crapnen quarno3: MbC. Crenorapaus 11 dysxuponansHoro xiacea,
Tunepronuueckas Gonesns II cramuu. Kommencnpopannsni CCCY,
6pamcucTonIYeCKasn GopMa, XPOHHYCCKOE TCUCHHIE.

Boussan ¢ CCCY

roposas

S

Puc. 5.2. Ponocnosras ceMby |
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Cecrpa npobanna, 57 e, Kanyercs Ha rONOBOKPYKEHHE,
cabocts no yrpam. Cuuraer cebs GonbHolt oxomo 5 ner. Tpn
00BEKTHBHOM MCCIICIOBAHUH, KPOME CHHYCOBOIH Opajuxapinu
(56 B MHHYTY), ATOJIOTHYECKUX W3MEHEHHI HE BEIABICHO. Ha
OKT'" cunycosas Gpagukapmus 54 B munyty. [locne arponuna
MAKCHMAaIbHAs 9aCTOTa CHHYCOBOrO putma 82 B MuHyTy. Jan-
apie DOH: 1o MBE -—— BBOCY — 1420 mc, KBBOCY — 520
mc, BCAIT — 110 mc. ITocae MBE — UPCY — 67 B MunyTy
(sospactHas HopMa = 71 B munyry), BBOCY — 2000Mc, KB-
BO®CY — 1000 mc, BCAIT — 94 mc. ITo ganapM 9XOKapAHOrpa-
¢pus — pannui DPorud CTBOPOK MUTPANLHOIO Kianana 0 1 Mm.
Bbisl BEICTABICH JUMArHO3: MAHONATHYCCKHH KOMIICHCHPOBAHHBLI
CCCY, bpanucucronuaeckas GopMa, XPOHHIECKOE TEUCHHE.

B npusenennom npumepe CCCY 6ot Boiseres y 6para
i ABYX ero cectep. JaBnocts 3a60meBaHNs y HUX HE YCTAHOB-
nena. Ho nepsele ’KanoOsi, KOTOphie MOKHO ceazath ¢ CCCY,
MOSIBATIHCE Yy BCEX TOCHC AOCTIKEHHS S0-TETHEro BO3pacTa.
Y OIHOM ¥3 cecTep K ITOMY BPEMEHHM PA3BHIACH MHIIEPTOHMYEC-
Kasg OONE3Hb U Y OXHOTO W3 OparThes I'MIEPTOHHYECKAd OOIC3HE
K MOMEHTY 06cteoBanns coyetanacs ¢ UBC. Kaszanocs 651 o-
riseiM cBsats CCCY ¢ atumu 3a007IE€BaHMAMYU, HO, YUUTHIBAS
SBHO HACIEACTBEHHEIH Xapaktep CCCY B HaHHOM ceMbe, eCTh
IOJIHOE ocHoBaHue nonarars, uto MBC, runcpronuyeckas Go-.
nests u CCCY passuBanuch y HAlMCHTOB HE3aBUCHMO APYT OT
npyra. DTOT IPUMED MOKA3BIBACT HCOGXOIUMOCTD H3Y4CHHA DO-
JOCHOBHOK A5t yTouHenust stuosorud CCCV.

Cembs 2. [Ipobann M, 62 roga. Xanyercs Ha ronoBokpy-
JKeHHE, cabocTh Mo yTpaM. B 1rociesHue rosl HECKONBKO pas
Tepsna cosHanue. Ortmeqact cepauebuctue, nepebon B pabo-
Te cepaua. bonprolt cebst cumraer oxomo 12 mer. 10 mer maszan
YH4CTKOBEIM TEPAIICETOM BIEPBEIC 3apErHCTPHPOBAH avisc 30 B
MUHYTY. 1Ip# OGBEKTHBHOM HCCICHOBAHHE MPaHULbl CEPUA HE
pacinpenbt. Tousl cepana npuntymenst. [Iynse 56 B MunyTty,
purmuunbli. AJl 150/90 mum pr. cr. Co cropous: apyrux opra-
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HOB M CHCTEM Narojiorud He Halzewo. [locne arponuda Maxcy-
MajlbHOE YYaleHHE CHHYCOBOTO putMa .o 83 B mMuuyty. Han-
ubie OPU: 1o MBB BBOCY — 2360 mc, KBBOCY — 800 mc,
BCAIl — 216 mc, nocie MBB — MPCY — 65 B MunyTy (HiKHIS
BO3pactTHag rpanuua Hopmel — 67,8 net), BBOCY — 2260 me
KBBOCY — 1380 mc, BCATI — 144 mc. [To nansiM 5XoKapy-
orpaduy parHui Hporud CTROPOK MUTPANLHOIC KIATIAHA 0 2 MM,
Jucdynxiysa DOAKIANAHHBIX CTPYKTYD. JAMAarno3: manonaTiyce-
kuit pexomnercuposannsii CCCY, Spamucncromnycckas (opma,
XpOHUYCCKOC TeucHNe. [IponabupoBaHne MUTPAIEHOTO KITAIIAHA,

Houb mpobanza, 40 mer. Ormevaer roJOBOKPYXEHHE [0
yrpaM. [lpn OGBEKTHBHOM HCCICHOBAHHE U IO JAHHBM K[
cuHycoBas Opapukapaus — 48-50 B munyty. [locne arporuua
MaKCHMATbHOC YYLCHHE CUHYCOBOTO PUTMA 1O 77 B MHHYTY.
Haruere 2PH: o MBb BBBOCY — 1300 mc, KBBOCY
470 mc, BCAIT — 188 mcex, nocne MBE UPCY — 80 B Munyty
(svoxuss rpasuna Hopmsl — 81,9), BBOCY — 1380 mc, KBBD-
CY ~— 600 mc, BCATT — 170 mc. TTo annsiv sxoxapruorpadun
AuchYHKIMA TOOKIANaHHbIX CTPYKTYD. JIMarno3: wauomarHaec-
kuit xomrieHcuposanueit CCCY, Gpanucucromggeckas Gpopma,
XPOHIYECKOE TCUCHHE.

Coin npobanga, 39 ner. XKanyercs Ha u3penKa BOZHUKAIO-
mue nepebom B pabore cepilia, ronoBokpyxkenue. Ilpu 06BeK-
THBHOM UCCIIEN0BaHuy narosioruu He Beigsieno. DK Taxe Gez
naronorud. MakCUManbHOE Y4allleHHe CHHYCOBOIO PHTMA MOC-
ne arpornnHa — 94 8 Miyty. Janusie O9OH: 1o MBB BBOCY
- 1380 mc, KBBOCY — 470 mc, BCAIT — 180 mc, nocne MBb
— WPCY — 8081 MHHYTY (HUDKHSS TpaHHia Hopmsl 81,9 B Muny-
1y}, BBOCY — 1480 mc, KBBOCY — 720 mc. Jlo u nocie MBB
BO BPEMS KaPIUOCTEMY/SIUH HPOBOIUPOBANKCE NAPOKCH3IMBL
OPTONPOMHON aTPHOBCHTPHKYIIAPHON PEUMIPOKHON TaXHKap AT
¢ gacToTod Ko 150 B MunyTY ¢ naTepBanom RP — 130 mc. B 060
HX CHY4asxX NapOKCH3Mbl KYyIHpPOBATUCE ciionTaHHo. Juardo
upgonarudeckuit sarentusiii CCCY. Crporreiit cummpom WPW.

Cpeaunit ceid ipobanna, 35 et [Hepuonsuecku ormedaer
roJIOBOKpYXKeHuE, nepebou B pabore cepaua. [Tpu obbexTusHoM
uccaenosaduy ¥ 1o ganueiM DK cumycosas Opanukapius 58-
60 B MUBYTY, OIOKHPOBaHHBIE IIPEACEPAHBIE IKCTPACHCTONbL. Ha-
pYHIEHUC BHYTDHIPEICEPRHOH nposogumocTy. Bo spems DU
TAKKe, KaK ¥ CTApPUIero ChIHA, HPOBOLMPYIOTCH HAPOKCH3MBI &T~
PHOBEHTPUKYIAPHON PEUMIPOKHOH OpTOApoMEON TaXUKapRHH.
QyHKUHS CHHYCOBOrO y3ija He HapymeHa. [uarnos: cxprerreri
cuanpom WPW.

Y crima cTapmiero ceina nipobanza, @ net, na KT Boiapie-
ga cHHO-arpuanbuas onokana 1l crenenwu 1 trna.
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Puc. 5.3. PogocnoBHas cemMbi 2

Y mpyrux 9icHOB CEMBH KakoH-mubo MATONOrHU cepled-
HO-COCYAMCTOH CHCTEMBI HE BBISBIEHO. DYHKIHA CHHYCOBOTO
y37na He OblIa HapymieHa.
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B naunoil ceMpe BHISBICHBI ACTH, NOPAKCHHBIE CCCyVy
XOTS 3200TCBAHNE y HHX HMCECT 60N Ferkyio KIMHHUYCCKYI0
KapTHHY TIO CpaBHEHMIO ¢ npodanzom. Kpome Toro, sta cempy
HHTCPCCHA TCM, YTO 3/6Ch HPOCACKHBACTCS COUETAHNE HACIICHO
Bagus CCCY u cunapoma WPW. Ponocnosuas NIPEACTABIICHA Ha
PHCYHKE 5.3.

HecMOTps Ha YETKO BRIPAKCHHEBIA HACACACTBEHHBI Xa-
pakrep CCCY, sruonoruio CCCY uemb3s MpU3HATE OTHO3HAY-
Ho#. Hacmencreerryro orsromennocts CCCY  nam YNAIOCE:
BBIABHTL JIHUIb Y 39 u3 109 Goneusix, T.c. B 34,9% CiTy4aces, '
B ocrampupix — npuumnoit CCCY sangwores pasiuyHse cep-
ACUHO-COCYIICTBIC 3ab0NeBaHNs 1, TPEKIC scero, UBC. Ho-pus
Armomy, takue cayyan CCCY momno 0603HauuTh Kax BTOPIY:
HBIC, B OTJIMYHC OT IICPBUIHOM, HacHencTBeHHOH GopMer CCCY.

[To mammm naunwiv, nepeuuneit CCCY umeer Gornce To
xenoe TedeHue. [pu cpaBuerun ocobeHnocTell TeaeHus u i
HUKO-3EKTPOKAPIHOrPAQUUECKIX IPOSBIEHHUIT HEPBHYHOIO |
Broprunore CCCY BRRISBUIOCEH, 9TO KIMHHYECKH Mamui)ecnfpy-
roras (popma 3a00TCBANHS (JEKOMIICHCHPOBARHDLT 1K CHMIYTO:
margeckuit CCCY) Berpedaetes 3HauMTENBHO Yamie y BOJbHBIX
¢ meppryueiM CCCVY. Bonbluas TEOKECTh KIMHHEECKUX IPOSB:
nenutt nepeuasoro CCCY cizaua ¢ Tem, 9T0 y 3THX GOTbHBIX
Hame HaOMIONAIOTCS TaKHE JIICKTPOKAPUOrpadiuecKie PSR-
nenus CCCY, kax cuno-arpuansuas nokana (81,58% s aep
sianoro CCCY u 18.31% suia sropuunoro CCCY — p<0,001),
total “apect” cunycoBoro yana (47,37% s nepsuyHore CCCY.
u 14,08% pns sropuunoro CCCY — p<0,01), napoxcump Mep=
HAHUA-TPCICTAHKA Npecepauii — Gpaji-TaXuCHCTOMIMIECKAS
popma CCCY (57,89% nus nepsugroro CCCY u 21,13% mmf
sropryusoro CCCY — p<0,01) (Tabm. 5.2 ). ITO CBHICTENLCTRY:
eT 0 6osee PACHPOCTPAHEHIOM TIOPAKECHNY TIPOBOJISIIEH CHCTE
MBI CCP/iid (DOPAKECHHH CUHO-ATPUANBHON 30HbI, npeacepnuii;
ATPHOBCHTPUKYIIAPHOTO COEMHHCHNS) Y GONBHBIX ¢ HCpBH‘{HBI\(
CCCY B cpaBHCHHM ¢ BTOPHYHbLIM. :
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Tabnuya 5.2.

Hapyuwienns cepieynoro purmMa y 60asHbIX ¢ HEpBUYHBIMYU
‘# sropuussM Gopmamu CCCY

Ne - | HauMeroBaHne aput- boneubie ¢ nep- | BospHsie ¢ P
o | MUK BrsHBIM CCCVY | BTOpHYHBIM
CCCy
adc. % abe. | %

I. Cunycosas 6panukap- | 38 100,0 ] 69 97,18 | <0,05
s

2. Curo-arpranbHast 31 81,58 | 13 18,1 | <0,001
Gr1oxana

3. ToraneHbIH OTKAZ 18 47,37 110 14,08 { <0,001
CHHYCOBOTO y3/1a )

4. Hapoxcusmer pubput- | 22 57.89 { 15 21,13 1 <0,001
SBIIHE — TPEeNeTaHus
npenacepaAnit

Ha ocHOBanuu BBIIEU3IOKEHHOTO HAMPAIINBAETCH BHI-
Boz, uro nepsuuHblil CCCY — 310 Gonesun He tonsko CY. Bo
MHOTHX CITYYasX 9TO PACHPOCTPaHEHHOE MHOTOYPOBHEBOE MOpa-
KCHHEC IPOBOASALIEH cucTeMb! cepana. [To-BUIuMOMY, 3TO TaKKe
HauboIee THKEBIH BapUaHT AECPBUHYHOIO HITH HOHONATHYECKOTO
TOPaYKEHHA OPOBOAIEH CHCTEMBI Cepala. .

Tenetuueckne (aKTOpbl, OTBETCTBEHHBIE 33 PA3BUTHE
CCCY, nmo mocienHero BpEMEHM BLISBHTH HE yAABaIOCh. Ho B
2003 roxy MOSBUMIHCE 2 paboTh!, B KOTOPBIX HPEICTABICHEI NaH-
HBIC O MYTAIMAX, OTBETCTBEHHbIX 33 PA3BHTHE JIAHHOTO CHHJPO-

- Ma. B yactroctn, D. Benson et al. ommcanu 10 neret u3 7 cemeil.

Y Beex srux jered auarnos CCCY ObUl HOCTABICH B IIEPBBIC
10 et xwm3Hn, npuYeM Y 4 U3 HUX eli¢ BO BHYTPHYTPOOHOM

TICPUOJiE. 5 AeTe u3 3 cemell OKa3asMCh reTepPO3UIOTHBIME HO-
| CcuTensaMM MyTauuil B reHe HOTCHIMAI-38BUCHMBIX HATPHEBBIX
. KaHAIIOB SCNSA. MyT UTHH 6I)UII/I oﬁflapyxcenm B 5. pasiuqHbIX
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AICISX FTOLO TCHA. YCTAHOBIEH ayTOCOMHO-PeHCCCHBHbIT THIT
Hacienoranus CCCY y arux Sonbunix [48].

Kak yxe ynoMuHanocs pagee, myranuu 8 reqe SCNSA or-
BETCTBEHHBI 38 BOZHUKHOBCHHC TAKHX HACICACTBCHHBIX 3a60rte-
BaHMI (KaHasonaTxHil), Kak CHHAPOM YIUTHHEHHOTO wHTeprana QT
cuHIpoM bpyrama, nporpeccupyioiiee HapyIICHUE Cepleuuol
nposoquMoCTH. Pasznnune 3aKI04aeTCA B TOM, UTO NIPH CHHIPO-
me bpyraja MyTaums B I'eHE HOTCHIHAN-33BUCHMBIX HATPHECBEIX
KAHAJ0B NPUBORHT K YCHICHHUIO (JPYHKIHH 3TUX KaHaios. B To
BpeMs Kak IIPH MyTauusx B 9TOM IeHe, IPHBOILIHX K Iporpec-
CHPYIOLIEMY HaPYIIECHHUIO BHYTPHCCPACYHON IPOBOIMMOCTH Ul
K curgpomMy ynudensoro QT, umeer mecro cHuxenue QyHKUMY
ITHX KaHAJOB. ‘

ITockonpxy B wietkax CY OTCYTCTBYIOT NOTEHIHAN-3aBH-~

_CHMbIE HAaTPHEBBIE KaHallbl, Bo3HuKHOBeHHEe CCCY v manuenTos .
¢ myrauuedi B rese SCNSA, no-suanMomy, 06YCIOBISHO TOHH-
eHueM (QYHKIWI TOTCHIMAN-3aBUCHMBIX HATPHEBBIX KAHATIOB B
KJETKAX BONOKOH CHHO-aTPHANLHOTO MPOBEIEHNA C BOSHUKHOBE-
HUEM CHHO-aTPHaABHOH OIIOKAIbl ¥ BBICKAIL3BIBAIOIIMX COKpa-'
[IEHHH 13 HIDKETIEKAMMX OTACNIOB aBTOMATH3MA. ;

Kax nokazamu uccaenosanus E. Schulz-Bahr et al. (2003)
{213] CCCY MOMker Takxke BO3HHKATh TIPH MYTALHH B ICHC
HCN4. Tenot HCN2 u HCN4 KomupyioT HAaTPHEBBIC KAHAJBI
uericmexepaplx knetok CV (If). 3 kaHansl aKTHBUBKHPYIOTCA B
MOMEHT HX MHIEPIONApH3aly, npuuem ot rea HCNZ 3asucu
GRICTpBII HATPUEBBI TOK, a 0T rena HCN4 — meaemmniit. Hapy
HIEHHE PabOTh! 3THX KAHAIOB IPHBOAUT K 3aMEUICHHIO CKOPOCT
CTIOHTAHHO#H MENOMAPH3ALEY U COOTBETCTBCHHO K YMEHBILCHHIO
YACTOTE! CHHYCOBOTO PHTMA.

Taxum obpa3zom,; Tipw HACHCICTBCHHBIX MOHOTCHHBIX Ba
puantax CCCY MOryT BO3SHMKATH KaK HAPYIIEHHS (QYHKLUH
neicMexepHslX wietok CVY, Tax v HapymicHus QyHKIWY KIETO
BOJIOKOH CHHO-aTPHANBHOTO IpoBeneHud. [Tockonbky B TOM
JPYTOM CiIy4ae HMEET MECTO NaTONOTHS HATPUCBEIX KaHaIoB 66
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CTPYKTYDHBIX HAPYLICHHI B MUOKApHe ¥ NMPOBONAINEH cHCTeMe
cepaua, Aaxnble Bapuantsl CCCY MOXKHO ¢ TMOMHBIM IIPAROM
OTHOCHTHL K KaHajonarusm. OnHaxo B OONBINHHCTBE CIIyYacB
nipy neperanoM {(cemeiinom) CCCY uMEIoT MEeCTo CTPYKTYpHBIE
{cknepo-nersHepaTHBHLIE) U3MCHCHHS B NPOBOIAUEH cucteme
ceprua. l'ereryka 91010 HAUOONIEE PACIPOCTPAHEHHOTO BAPHAH-
ta cemefinoro CCCY emie XKIeT CBOETO HCCHEOBATENS,

[pumevanue:

Bepxuue rpaguusl HOPMBbE 3J1eKTPOQHINGIOTHUCCKUX
noKazaTeael QYHKHUY CHHYCOBOIG yéﬂa 24):
Jo MBB
BB®CVYmax — 1540 mc
KBBPCYmax — 540 mc
BCAI — 203 mc

Iocne MBEG.
BB®CVmax — 1322 mc
KBB®CVYmax — 500 mc
BCAII — 116 mc



6. UIMONATHUYECKUE
ATPUOBEHTPKYJISIPHBIE
¥ BHYTPUKEJIVIOUKOBBIE

| BJIOKAJIBI

6.1, H/THOITATHYECKAS (HEPBHYHAS)
ATPHOBEHTPHKYIIAPHAS BEIIOKA/IA

Wnnonarudeckoe (MEPBUYHOC) NIPOrPECCHPYIONIEE  IT0-

paxxeHHe HPOBOIAUICH cepaua noxpobHo omucano J. Lenegre
(1964) [144]. TIpn stom 3abonesanuy HaGmHONAIOTCS H30AMPO-

BAHHBIC CTPYKTYPHBIC (HETCHEPATHRHBIC) H3MCHCHIUS B OPOBO-

Afmel cucTeMe cepama ¢ nporpeccupyromed DK -kapruuoii or

H3OIMPOBAHHOIO HOPaXEHus OXHOM u3 BeTme# uyuxa [mea no
TIOJIHOH aTPHOBCHTPUKYIAPHON GIOKA[bI HA JHCTATIBHOM YPOB-

He. Onmospemenno M.Lev (1964) [146] 6sumn onmcassr mogo6-

HBIC HAPYINEHUs (PyHKUMH OPOBOISIICHT CUCTEMBI CEpAIa, HO B
OPECTaBICHHBIX WM CAY4asX, Hapamy ¢ MOpQOIornuecKuMu
ACTCHEPATHBHBIMU M3MCHCHUAMU B NPOBOIALIEH CUCTeME cep-

Ana, Ha6ﬂf0}llaﬂC§I TAKKE KaJIbUHHO3 COCHUHUTCALHO-TKaHHOTO

CKEIICTa CCPANA, BIIIOHAS KOJIbHA MUTPANBLHOIO U aopTanbHOIro

KJIAIIaHOB. .HOBTOMy JaHHDBIC HAPYIICHUSA HpOBOJIFIHXCﬁ CHCTCMBL -
- CEpAHa HEAb3A NPCACTABAATE KAK H30JIHMPOBAHHDLIE. PaCCM'dTpPI-“ ‘

BACMBIC HAPYIICHUA ITOAYYUIN COOTBETCTBEHHO HAa3BaHuA 60-
nesnekt Jlenerpe u Jlesa. VIHorma npyu nocTaHoBKe AMArHo3a 5TH
aMuiii OOBEIUMHAIOT, 9TO HE HPENCTABISETCS BIIOIHE npasb-’
MEPHBIM, ITOCKOIBKY MOP(QOIOTHYSCKAs U COOTBETCTBEHHO 3XO-

KapAHOTpa(HuecKas KapTHHA IPU 3THX 3a00IEBAHIAX CYIIECT-

BeHHO paznuuatores [10]. .
Ieneanoruueckuil anamus ykasannelx 3aboneBanuii aBro-
pamy He npoBoauiicsa. OMHAKO HEPBBHIC [TONBITKY U3yYEHHS CC-
MEHMHBIX HAPYILECHHI NPOBOIANICH CHCTEMBI~CEPIILA OTHOCSTCS
elle K Hagaxy Asajuaroro sexa. Tak, B 1901 r. Morquio gosnosxun
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o nsTH Oparhax ¢ HApYLMIEHUSIMH aTPHOBEHTPHKYIIIPHOIO IIPO-
pesterus. Ho Haubosbiee KonuyuecTBO MyOnMKaIHii, B KOTOPBIX
PACCMATPHBAIOTCS PA3IMIHbIE BAPUAHTHI H30JMPOBAHHOTO MOPa-
KEHUs TIPOBOASANICH CHCTEMBI cepiia 0e3 CBI3H ¢ KaKMMU-IH00
CEPIETHO-COCYHCTRIME 3200eBaHIIME (TaK Ha3bIBaEMbIC HIH-
ONAaTHYECKHE HapyHICHUS NPOBOAAIICH CHCTEMBI CEpALa), NpH-
XOMUTCS Ha MOCTICAHUE TPH NECATIIICTHS.

A.J. Brink et al. (1977) obcieaoBans HECKOIBKO BETBEH
Gonplroil cemMbu B OkHOI AQpuKe, IpenKH KOTOPOR MMMUTDH-
posaiu u3 [lopryramiu B 1696 r. [56]. U3 obcnenosannsix 86
4enoBeK y 42 KPOBHBIX POACTBCHHMKOB OBUIM BBIABICHHI pas-
JIMYHbBIC HAPYIIEHUS cepAeyHOH npoBoaumMocTy. OHY pas3/ienuin
HapyIICHHS CEPICYHON MPOBOAUMOCTU y 0OCAENOBAHHBIX POJC-
TBCHHMKOB Ha JiBa THIA: IIPOrpecCHpylomias ceMeHnas cepied-
nas Onokana I Tuna u nporpeccupyromas ceMmelBas cepaedHas
onoxaza Il Tuma. Tun [ nporpeccupyrowiei ceMennoi cepaenoi
GmoKaJIpl, T0 MHEHHIO aBTOPOB, 3TO ayTOCOMHO-{OMMHAHTHAS Ha-
TOJIOTHSL, IPH KOTOPOH IPOMCXOIUT HOCICAOBATENBHOE IPOrpec-
CHpOBaHHE OT HOMHOH Onoxazxbl mpaBol HOXKHM Myudka [mca u
GMOKaIBl HePEIHE-BEPXHETO PA3BETBICHUS JI€BOM HOXKKH My4Ka,
I'ica k nosmoit ABB ¢ mmpoxumu kommiexcamu QRS. Tlporpec-
cupyionias ceMmelinas cepiaeunas Onoxana Il Tuna mpossiercs
pPOTPECCUPOBAHMEM OT CHHYCOBOH Opamukapauu ¢ Onoxazmoi
JeBO¥ 3ayHeH BeTBH myuka Imca x monno#t ABB ¢ y3xumu xoM-
wickcamu QRS: Kax npu I, Tax u npu I tnax Onoxan Habmro-
JANOCh TPOTPECCHPYIOIIEE MOPAKEHUE POBOAAILEH CHCTEMBI
cepiua Ha AUCTaNbHOM yposHe. MccneqoBarenn Mpearonaraiy, .
9T HAPYLICHUSA Cep/IeIHON MPOBOAMMOCTH | THITA IpeBAUpPYIOT
B IOxuoW Adpuxe. - \

B 1986-1988 rr. Van der Merve et al. [243-246] npexcraBu-,
71 HoBYXO uHdOpMario o6 51oi cembe. B wactHOCTH OBLIO HAHO
KIMHHYECKOE U BJIEKTPOKapAHOrpahMIecKoe ONUCAHHIE FETBIPEX
HOBBIX CIIyYacB MPOTPECCHPOBAHMS HapyIICHHH cepIeuHoN mpo-
BOZMMOCTH 10 momuoif ABB ¢ mmpoxmvu xommnexcamu QRS.
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Kpome Toro, u3yHas KIHHHYCCKHE IPOSBICHUS MPOTPECCHDYIO-
e ceMCiHOl cepaeyHoi Groka sl 060UX THITOB, OHH OTMCTH-
JIH, YTO CAMOUYBCTBHE DONbHBIX HAYHHACT YXy/AIIATHCH PAHbIIE
npu [ THIIC porpeccHpyomeii cemeltnoll cepaeyHo GrokammL,

B 1995 r. P.A. Brink et al. [S7] omy6nuxopanu pesyssrarst
HCCJICAOBAHUS 0 NETCPMHUHALMYN XPOMOCOMHON MO3HIUY reHa
BBI3BIBAIOLICTO IPOrPECCUPYIOUIYIO CeMEHHYIO Cep/edHyIo 610+
xaxy [ turma. ¥V Beex obcnenosannbix npoussommics anamus JJHK,
BBIICTICHHON K3 IMM(OUHTOB Y JKHBBIX JIIl, & Y YMEPIIHX — U3
IIOCMEPTHBIX CPC30B TKAHEH, KOTOPHIE UMEINHCH B HATONOTOAHA-
TOMHYECKOH Komekuuy. OHN GbUIM FeHOTHIMPOBAHBI 110 YCTHI-
PEM CLEIUICHHBIM NOTEMOP(HBIM Maprepam ydactka q 13.2-13.3
Xpomocomer 19. Hccienoparens NPyt K BLIBOAY, 4TO TEH mPo-
rpeccupytole cemeiinoil cepaeunoi 6nokans! I Tumna maxogur-
st B cermente pasmepom B 10cM 19 xpomocomst, miedo q 13.2-
[3.3. B sTOoM uHTEpBaNe pacnonaraeTcss HECKOIBKO BO3MOKHEIX
(RaHAMIATHBIX) TEHOB JTOM ITATONOTUH: ANMONUNOpPOTeHHa C2
(ApoC2), KpeaTHHUHKHHA3L, TPOIOHHHA T, 8 TAKXKe TeH OeaKa
CapKOILIA3MATHIECKOTO PETHKYIIyMa.

[outn onnoBpemenHO ¢ neproil mybnukamueii P.A. Brink
et al. B 1978 roxy E. Stephan et al. {226] onucamn OOIUPHYIO
PONOCIOBHYIO )uTens JIuBana, y koroporo 6suio 260 oToMKoB
OT Tpex ke (Tpu moxoneHms). U3 209 ocMOTPEHHEIX 4ieHOB
ceMbi y 32 BBUIBIEHO NPOrPECCHPYIONIEE TIOPAKEHHE IIPOBO-
JSIIEeH CHCTEMBI CEepALia Ha YPOBHE passeThiacHus nyyxa [uca:
ITBITHIT — y 12 uenorex, HBITHIIT — y 7 uenosex, [TBITHIT
¢ OnoKajI0# epe/ie-BePXHEro Pa3BeTBACHHI — Y 6, TIBITHIIT
¢ GroKaznol 3aHC-BEPXHENO PA3BCTBICHUS — V 4 MALUCHTOB,
nonuas ABB ¢ mpoxumvu komiuekcamn QRS — y 3 uenosex.
Upu ocMOTpe B JMHAMHUKE y YacTH OONBHBIX JOMOIHUTEILHO
nosABHIACH TpUDACUMKyIApHas Giiokala ¢ npuctynamu Mopra-
Hpu—Anamca—CTokca. BHyTpHKenynoukossle GNOKAMBI, Kak
TPaBHIIO, COYETAINCH C CUHYCOBOH Gpammkapueii.
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A. de Meeus et al. {1995) [87] yeranoBunu cpsiss Goxesnu
HAPYIICHHS CCPACHHOTO NPOBCHCHUS B CEMbE, IPCACTARIEHHON
E. Stephan et al., ¢ nomumopdueiv Maprkepom D19S604 na q nne-
e xpoMocomel 19 (19q13.2-13.3).

F. Kyngt et al. [137] onmcanu cemrio, B xoTOpo#t v 7 u3
45 unenos HaOMIONANCA HM3OIHPOBAHHBIN . IPOTPECCHPYIONIHI
JeGEKT CepACUHON NTPOBOIUMOCTH, Vv 4 curnpom Bpyrama. Kax
B TOM, TaK H B APYIOM CJIyHac MMCJI4 MECTO MYyTalus B reHe
SCNSA (3amena mmnuHa Ha apruaud Mexpy DII-S5, DI-S6
noMeHaMmH benxa Na KaHalloB), KOTopas IPHBOAMIIA K TSHKEIOMY
YrHETEHUIO HAaTPHeBoro Toka. Ho ofHa u Ta e MyTanus jasania
COBCPIUICHHO Pa3IUYHBIE (CHOTUIIMYECKHEC HPOSBICHHA, ABTO-
pBI TIONIArAIOT, 9TC BOSHHKHOBCHUC TOTO MIM HHOro (peHOTHMA
OUPENENIeTCA B JAaHHOM ClIydac BO3JEHCTBHEM I'CHOB-MOTIU(DH-
KaTOPOB.

Kax npu cunapome bpyrana, Tax 4 npy Nporpeccupyomem
HApYIICHHH BHYTPHCCPASIHOH NMPOBOIHMOCTH, O0YCIOBICHHLI-
MHu MyranuaMa B refe SCNSA, gabmonaercs CHHXKEHHE (yHK-
LMH HATPHEBBIX KaHAIOB. B CBs3M ¢ 3THM npesicTarnget ocobmiii
urTepec uccnenosanue S.C. Priory et al. [189,190], omucasuinx
coderanue cunapoma ywmsaesnoro QT (sapuant LQT3), npu xo-
TOpOoM (YHKUMA HATPHEBEIX KaHAIOB HOBBIILICHS, ¢ HAPYIICHUEM
ATPUOBCHTPUKYAAPHOTO TPOBCICHHSL.

C. Bezzina et al. [51] noka3zanu, uro nporpeccupyrotiee
HAPYILEHHUE CepaeuHoll IPOBOAUMOCTH, 00YCIIOBICHHOE MY TAIH-
eif rera SCNS5SA, conpoBOXAACTCA U30IMPOBAHHBIMY JETeHEpa-
THBHBIME H3MEHEHUSAMH B IPOBOASIICH cHCTeMe cepua. Takum
of6pasoM, HapyureHnsS QyHKUHY HOHHBIX KAHAJIOB, TAK HA3HIBa-
€MBIE KaHANOUATUH, MOTYT NPHBOIUTE HE TONBKO K HAPYIICHH-
aM QYHKIHUH, HO U K OHPEICICHHBIM CTPYKTYPHBIM (IereHepa-
THBHBIM) H3MEHCHHAM. B KauecTRe aHANOTHY IPHUBOAAT IPUMED
APUTMOTCHHON MUCIUIA3ME [IPABOTO JKCHYIOYKA CEpJHIa, TpH
KOTOPOH MYTallus T'¢Ha KaJIbLMEBBIX KAHATOB COMPOBOXAAETCA
CTPYKTYPHBIMU U3MCHEHUAMHU B MAOKApHE IPaBOTO KeIYR0UuKa.
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V. Probst et al. [194] orMeuanu, uTo BEPOATHOCTH KITH-
HHYECKUX TIPOABICHUH MPOrPECCHPYIONIEr0 BHYTPHCEPIEIHOTO
OnoKa B CEMBAX HOBBILACTCA C BO3PACTOM.

Takum o0Opasom, mnporpeccupyronMe CceMefHbIE Hapy-
LIEHHs CEpAEYHOH NPOBOAMMOCTH MOTYT ObITh OGYCIHOBIEHEI
MYTaUHsMH HEYTOYHCHHOrO reHa B 19- xpomocome, a Takke
MyTaluel rexa HarpueBmix KaHatoB SCNSA. Knunuueckwe u
MOPQOIIOTHIECKHE H3MEHEHNS IIPH DTOM COOTBETCTBYIOT OMHCA-
HHUIO, cienianHoMy Oonee 40 net naszan J. Lenegre.

CemeliHple HApYIICHUA aTPHOBCHTPUKYILIPHOM [IPOBONH-

MOCTH MOT'YT BO3HHKATh ¥ Ha IPOKCHMalbHOM ypoBue. HanGonee
ApKuil npuMep OOIMPHON POHOCIOBHOM HpejcTasier B 1973 .
N. Lynch et al. [153]. Onn onucanu 6onpmyio ceMblo, COCTOS-
myto u3 502 KPOBHBIX POACTBEHHHKOB (249 My>xunH u 253 xkeH-
IMHBI) B [T HOKOJICHUAX. HapyieHns aTpHOBCHTPUKYIIPHOTO
MPOBENEeHU OB UACHTAGUIHPOBAHBL y 26 WIEHOB CEMBH B 3
nokosieHusx. K npumepy, onHa xeHIuHa Oblia 3aMyXeM 3a IBYMS

OparhAMH, KOTOPHIC OBLITH TOPAKEHBI 3TOH GONE3HBIO U YMEPIH

BHE3AITHO B MONIOAOM Bo3pacte. [Topakens! ObUTH U IETH OT 3TUX
Bpaxos. Bee GOMBHBIC B 9TOMH CeMbe HMEM Ae(eKTh IPOBEICHHS
B BHIC NPOKCUMAaNLHOH, mporpeccupyromeit ot I go Il crenenu
ABB. Kakue-m160 3a60NneBanus cepaedHO-COCYIHCTON CHCTEMBL,
kpome ABB, y nux orcyrcrsopanm. IIpu neeneao0BaHuu sexTpo-
rpaMMbl Iyuka ['Hca uHTEpBai, XapakTepU3YIOIMI POBEACHHE
1o yuxy I'vica, y 5THX 60bHBIX OKA3aICs HOPMAIbHBIM,
B npencrasnenHoll mmreparype OMUCHIBAINCH JIMIIL OfH-
' HOYHBIE CEMBH C HAPYILCHUAMM ATPHOBEHTPHKYISIPHOTO IPOBEC-
HUS, He OBUIA BRLICHEHB! 3aKOHOMEPHOCTH HACTIEA0BAHMSA JAHHOMH
TATOJOTHM, He OB TOKA3aH THII HacIeHOBaHus 3a00eBaHus.
Hamu BBIABICHO ceMeiiHOe HakomieHue 3a00NEBAHHA B
CeMbAX IIPOOAHIIOB C ITICPBUYHBIMH ATPHOBEHTPHKYISPHBIMH
6rnoxazamu. Uccaenosano 158 npobaunos ¢ ABB 1 578 ux ponc-
teerHnKoB 1, II u Il crenenn ponctea. Yactora ABB B cembax
'poGaHnoB ¢ OTOH maTtonorued cocrasuna 14,9%, uro 3Ha4AMO
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HPEBBILATIO HX YACTOTY B OPraHM30BagHoii nonynsiuu r. Kpac-
HOSIPCKa, TONYUCHHYIO B Hauleh Knuguxe — 0.54%.

3TO NOATBEPXKIACT HACICACTBCHHYIO MPEAPACHIONOKCH-
HOCTH NCPBHYHON aTPHOBCHTPUKYIISIPHOL 6n0Ka bl

KOARMCCTRO

BCLIO

Gozvane

MaTS owr a0ub ol cecmpa GOpar

Puc. 6.1.1. Cemelinas arperaius aTpUOBCHTPUKYIEPHBIX OnoKad |
B CCMBAX.C 9TOH naroiorueit

B cempsx npoGaHioB ¢ HAPYICHHAMHA aTPHOBCHTPHKY-
JAPHOTC TPOBCACHHUS HanOoNee BHICOKA HOPAKEHHOCTb POIC-
TRCHHHUKOB | CTEICHY POMICTRA: TIOPAKCHHOCTE OpaTbeB COCTARH-
na 33,33%, cectep —28,57%, nopaxeHHOCTH OTHOB — 30,60%
(rabm. 6.1.1, puc. 6.1.1.}.

QOuennrasi 1acToTy Berpeudacmoctu ABB cpenyt poncreen-
uuxos npobannos ¢ ABB w monmymstunonsol wacrorof zaboe-
pamms (Tabn. 6.1.2.), MOXKHO TaKKC OTMCTUTL HAKOIUICHUC 3TOH
TATONOTHY B. CEMbSX M MPEBLILICHHC YDPOBHS HONYISLHHOHHOIO
KoHTpORs, 1{pessiilieHre YPOBHS NOMYIAUHOHHOTO KOHTPOJS B HC-

. ¢caepoBanuy OpiTo otMeveHo B rpyine ABB T crenenn (12,35% 8

uecsenosanny nporus 0,36% B nonymsiuuy, p<0,001), npu cym-
MAPHOM [IOPAKCHAN aTPHOBCHTPUKYIIpHOTO coemuHerus (12,55%
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B Hecnegosannn npotus 0,54% B nomynsaigun, p<0,001), B cslyqée .
cogeranus CCCY u ABbB I cremenu (1,18% B mccnenoBanum npo-
tue 0,045% B nomymsmum, p<0,01), 8 cnyuae coueranna CCCY .

W TATEHTHOTO HAapYLIEHHS aTPUOBCHTPHKYIAPHOIO TPOBCACHHS
(0,078% B mccnenosanuu u 0,02% B nomysisiiumy, p<0,05).

Tabruya 6.1.1.

Denomen cemeiinoii arperanuu B rpyune npobanjos

¢ ATPHOBCHTPDHKYJIADRIMU SlHoKAAMM.

Beero § 127 4 3.15 5 3.94 9 7,09
et '
pon-
cTBA
Hier jHpa- |2 - - - - - -
ponc- | BHYK
TBa
Tpa- i - - - - - -
BHyUXa
7B, 10 - - 1 10.00 |1 10,00
Opar
ZIB. 5 - - 1 20,00 11 20,60
cecT-
pa
Beero ¢t 18 - - 2 11,11 12 11,1
porncTaa
Beero 510 76 1490 |38 7.45 114 22,35

Ta(’huuq 6.1.2.

CpaBunTebiag YACTOTA BCTPEUAEMOCTH ATPHOBEHT PHKYIHPHBLIX
Gaoxaj cpeiy poacTBeHHHKOR npobamion ¢ ABB
H HOMYARUHOREON YacToTOMH

Cre- | Pone- ~ |ABB Hpyrue HCII - | ABB + ap.
TieHb | TREH~ § HCII
POZ- | HHKH L tabe. | % abe. | % abe. | %
CTBa
ler
Ic’;’;“a Marb | 59 14 23,73 13 508 |17 28,81
Oren {36 1 30,60 |5 13,88 | 16 444
Com |65 3 769 17 10,77 112 18,46
Jous | 100 |10 10,00 {3 3 13 . 113.0
Cecr- | 63 18 28,57.18 12,70 126 41,27
pa :
Bpar |42 14 3333 15 11,91 119 45,24
Beerofor 365 72 19,73 131 8,49 103 28,22
poactTea
Her
POI A Perya | 11 2 18,18 2 18,20
CTBa
Buyk | 31 1 323 11 323 12 6,45
Bayu- { 46 - - - - - -
Ka
Tne- | 11 - - - - - -
MAH-~-
HHUK
Me- | 17 - - 3 17.64 {3 17,70
MSTH- .
HHIIA
Hen |4 - - 1 2500 {1 }25,00
babxa 1 11429 ¢ - - 1 14,29

Hapyuwenus nposefenns | [omymsa- Yactota BcTpeyaemoctu | P
HMOHHAY ABB y poOACTBEHHHKOB
H4acToTa 1po0at/ioB B BCCTIEN0-
ABbs% | Bamum
abe. %
ABB fer 0,36 63 12,35 <0,001
ABB IT ct. Mo6uri 1 0,18 - - >0,05
i TlpoxcumansHas ABb - | S 0,20 >0,05
Hcr ' -
 Beero nopaxeHus AB- 0,54 64 12,55 <0,001
COCTHHEHUS
Jucransnast ABB Hler. |- 2 0,39 >(0,05
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Coyeraune CCCY n 0,043 6 1,18 <0,01
ABBblct

Couyetaune CCCY u 0,02 4 0,78 <0,05
JIATEHTHOTO HAPYILUCHHS

AB- npoBesieHuS

Bcero 0.605. 76 14,90 <0,001

[1pu cpaBHEHNM CeMEHHOTO HAKOIICHHA aTPHOBEHTPUKYIIIP-
HBIX O7I0Kaz ¢ HOMyISIMOHHBIM KOHTPOJIEM B Pa3HBIX BO3PACTHBIX
rpymmax (tabm. 6.1.3.), Taoke OTMEYEHO IPEBBIILICHHE €r0 YPOBHA.

Cpasﬂn’renbuaﬁ HACTOTa BCTPEYALMOCTH ATPHOBCHTPHKYIAHPHBIX
fnoKan Cpexi MYKYHH H MEeHIIHWH B PAZHLIX BO3PACTHLIX FPYNAX

poacTeenumKon npebanges ¢ ABbB
H BONYIAUHOHHOH YacToTOH

Tabauya 6.1.3

Cpé}BHHBaeMHe Yacrtora BcTpeyae- Yacrora BCTpe- P
TPYIITEL Moctu ABB y posc- qaemoct# ABD B
TBCHHHKOB NPOOaH~ | HONYASIHH
JIOB B HCCIIEAOBAHHH
abc. % abc. % :
Jo 19 net | myx | 6 (n=72) 8.33 0@m=174) |- <0,01
#eH |3 (n=103) 2,91 0(n=82) |- <0,05.
20-29 ner | Myx | 6 (n=43) 13,95 | L(n=4358) {022 |<0,05
skeH | 8 (n=56) 14,29 1 0(n=316) |- <0,05
30-39 mer | Myx { 6 (n=32) 18,75 12 (n=421) 0,48 <005
ke | 9 (n=52) 17,31 {1 (=401) 10,25 1{<0,05
40-49 et § myx | 8 (n=28) 128,57 |4(n=536) [0,75 |<0,001
xen | 14 (n=46) |3044 |4(n=540) |0,74 |<0,001
50-59 ger | myx | 3 (n=17) 17,65 12(n=417) 10,48 |<0,05
xex | 4 (n=32) 12,30 |3 (n=413) 0,73 1'<0,01
60-69 mer | myx | 2 (n=8) 25,00 |2(n=339) 0,56 |<0,05
wer | 7 (n=18) 38,89 | 1(n=183)y 0,55 |<0.,001 - k
70 metm Myx |0 (n=2) - 2 (=87) 2,30 1>0,05
Gosee .
xed | 0(n=9) - 2 (n=45) - | 4,44 ] >0,05
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B cempax npobamios ¢ npoxcumanbHpiMu ABB wame
HaKallHBaoTCH npokcumaneasle ABB (16,67% B cembax mnpo-
Gannos ¢ npokcumanbibiMit ABB mpotus 3,33% B cempax mpo-
$aHIOB C THCTANbLHBIMH aTPHOBEHTPHKYIIAPHBIME OJIOKAZAMH —
p<0,001) — 1abn. 6.1.4., 6.1.5.

. Tabauya 6.1.4.

Haxoniienye Hapyuienuii cep/ienoi HpoBOIHMOCTH

Y POACTBEHHHKOR HpoBaHA0B ¢ HPOKCHMAMLHBIMY
ATPUOBLHTPHKYIRPUBIMY Baoxazamu

HapylreHns TPOROAUMOCTH Y POACTBCHHUKOB TIPO-
o GaHAOB C NPOKCHMANEHLIMHU ATPHOBCHTPHKYIAPHEIMH
§ § Grioxazamu :
g = ABB Jluct. ABB Jipyrse HCTT
z 2 o HITH H3OTTHP.
2 = 5 BXB
S S S
S & 2 | a6e. % abe. 1% abe. | %
Marn 39 19 2308 12 5,13
Otent 21 7 33,33 i 4,76
Jlous 50 17 1400 12 4,00 i 2,00
It % Crill 37 13 13,51 2 5,41 i 2,70
[N
Cectpa 42 111 26,19 2 4,76 ) 4.76
bpar 27 7 2593 - - - -
Beero | 216 46 121,30 9 417 4 1,85
fer
porc-
TBA
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Tabnuya 6.1.5.

Hawonnenne yapyienyit cepaenuocti npoBogunocTy
V POUCTBEHHAKOB NPODANAGE ¢ AHCTANLHBIMK ATPHORCHTPHKYIH PHBIMY

Terka 9 2 22,22 1~ - -
Bayk 14 11 7,14 1 7.14
Bayuka |12 |- - - - -
2
5 Maeman- [ 11 - - - - -
§ HUK
5 ITaemsn- | 15 | - - 1 6,67 -
= HULA
Hex 3 - - 1 333 i~
babxka 5 1 20,00 |- - -
Beero H et 69 14 5,80 3 435 |-
POHCTBA
Hler | e .Gpar 10 |- - “ - 1
ponc- :
TBa
IIs. 5 |- - - . 1
cecTpa
Beero Il et 15 §- - - - 2
poICTBa
Beero | 300 50 11667 {12 1400 |6 2.00

B cempsix npoGannos ¢ mucransisivu ABB npomcxomut
HAKOILUICHHE BTOPHYHBIX CIIydYacs 3a00NeBaHus 33 CUCT AHCTAIb-
upiX ABB n BB (15,71% B cempsx npoGaruos ¢ aucransHEIMU
ABB nporus 4,00% B ceMpax mpoGaHOOB ¢ MPOKCHMATBHBIMA

ABB — p<0,001) — Tabn. 6.1.4., 6.1.5.
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IOKAXAME
« | PoncTeersmxy | Hapynuenyg IpOBOAMMOCTH Y DOFCTEEHHHKOR MPO-~
é §3H}Z(OB € IMCTANBHEIMH ATPHOBEHTPUKYIAPHEIMHI
= Gi1okaqaMu
; Beero | ABB Jucr. ABS | Hdpyrue well
8 UIH H30JH-

[ pos. BXKB
“ abe. | % abe. | % abe. | %
Mars 20 1 3,00 4. 20,00 1 5,00

- g | Oren 15 1 6,67 14 26,67 2 13,33
% Hous 50 1 200 12 4,00 - -
| Com 28 - |- 5 J1786 f-  l-

(&3
= | Cecrpa 21 2 952 I8 38,10 i 4,76
Bpar 15 6,67 110 66,67 |1 6,67
Beero I et poncTsa 14¢ 6 4,03 133 22,15 {3 3,36
Terxa 2 - - - - - -
o Buyx 17 - - - - - -
5 | Bayuxa 34 - - - ~ - -
é nemsrauk - - - - - - -
E nemsuuuma | 2 - - - - 1 50,00
- Hen i - - - - - -
Babxa 2 1 50,00 § - - - -

Bceero I ¢r. porcta | 58 i 172 1 - - 1 1.72

[t | Hpasnayx 2 - - - - “ -

ct. Hpasuyuxa i - - - - - -

Beero Il cr. porctsa | 3 - - - - - -

Beero 216 7 3,33 (33 1571 |6 2,56




Tlpy HauYuy 3HEYMMOTO ICHETHUYECKOTO KOMIIOHCHTA p
AcTepMUHALNK 3a00NeBaHIs BAPUaGLIbHOCTE PACTIPEICICHNY
OTAHYAIOHXCA JIPYT OT Apyra (EHOTHIIOB B CEMbIX OOYCIIOB- |
JICHa pasIMYHBIMY MCXaHU3MaMy HacaeoBauus. [losromy crie-
AYIOLIMM 3TAllOM MCCIEAOBAHUA HOC/TE TOKA3aTe/beTBA HECITy-
HaifHOCTH arperauuy 3a00/CBaHAA B CEMbSX M YCTAHOBIEHHS
3HAYHMOH POIH HACHCACTBEHHOCTH B (JOPMHDOBAHHH 3TOTO de-
HOMCHA SABIICTCA CErPErallMOHHBIN aHanm3, 3aKTIOYA0IIHIcs B
OLEHKC COOTBCTCTBHA OKMAACMBIX IPU OIIPCACICHHOM THIIC Ha-
CAENOBAHUA B HAOIIONACMBIX CErperaifoHHbIX YacToT. B cobe-
TBCHHEIX MCCICIOBAHUAX JUist cOOpa CeMEHHOrO Marepuaia Mt

- MCTIONB30BaNK S/IHHIYHYIO perucTpauuio. B BeiSopke npeacras-
newsl cemby Opaka «SosbHOH-310poBRIY. Jlns (opMansHOTO
TCHCTHHCCKOTO aHAIH3a THIIA HACICIOBARMS HCIONb30BaH METO
BainbGepra s eIMHIYHON perucTpanmi.

Jns IpOBEACHNS CerperauHOHHOTO aHANN3A HCIOMb30RA-
nacs rpynna GONBHBIX ¢ MAMOTATHYCCKHMH HIH HEPBUYHBIMY
bopMaMy HapYIICHUH CeprevHoil npoBogMMOCTH, B Tabnuile
6.1.6. npencrasiienst cuOCTBA JUIK AHANM3A CETPETAIMOHHON Yac-

TOTLI‘.3TpHOB€HTpI'IKYH$ipHI>IX 6]101(3}1.
Tabmuya 6.1.6.

Cer per RMMOHHBIH 2RHAAN3 B COMBHX lﬁp@ﬁﬁﬂ’iOB
< ATPUOBCHTPHKYAADHLIMH {mm\aumm

Yncno cubeos ¢ mopakenupMe - | R
& :’§ 8 g ACThMH
53 fé §’ e nopa- 2 mopa- | 3 mopa-
P 5 © KCHHBIY KEHHBIX | AKEHHBIX
pebenox | peGenka | pebenxa.
2x 42 |84 |21 21 - 163
3x 2 ] 1 -
4x 2 8 2 -
Beero 46 98 |22 24 - 70
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Bee uucaoBeie nanuble B Qopmyry Baiiubepra mis enu-
HAYHOM PEruCTpAlyH B35 TH U3 Tabmuiibl 6.1.6.

«Ipobanpnoselil MeTOR»

Baitubepra
SF:R—N =7O—46=05462
S—N  98-46
SF — SF|
! =
-N |
_ 10,5 0,462| =0,55 (1<2.58)
(avimoc—domun) 0,462(] — 05462) )
98 - 46 _
—peyec) =3,07 ’(t >2.38)
(avmoc— peyec] 0’462(1 — 0,462)
98 — 46

«CnOCoBBI METOI

PR M A T D B BN
D YN CHEE DR T
’ B ‘ jo.5 - 0,5926 | = 1.696 (1< 2.58)
{avmoc - dwwr ) ﬁ 5926 (1 - 00,5926 )/ (_81 )
Jo,25 - 0,5926 | = 6,275 (1> 2.58)

f,

¢ aymoc - - peyec

Jo 5026 (1 —0,5926 )/(81 y
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CornacHo 3aKOHaMm SKCHEPDUMCHTANRHON IeHETHKH ay-

TOCOMHO-NOMMHAHTHBIH THI HACHCNOBAHMS, BLIYHCIACMbIL
no merTony Ba#ubepra, onpencnserca, ecan 1<2,58. Yuurie
Bas Pe3yJnTarhl IpoOAHIOBOIO 1 CHBCOBOTO METONOB cerpe-
FALMOHHOTO aHANM3A B CEMbAX, NPOBAHIB KOTOPEIX cTpaxa-
0T aTPUOBCHTPHKYNADHBIMU ONOKaZaMu, HE HCKI0Yaercs

dYTOCOMHO-AOMUHAHTHBIY THIT HAaCJICAO0BaAHNSA 3T0r0 3alome-

BaHUA. )

Cornacno NOJXYYCHHBIM HAMH JAHHBIM npeamonaraeMm ay-

TOCOMHO-IOMUHAHTHBIA THII HACIEHOBAHNS HapyLICHHN npeg-
CEPIHO-XKEIYAOYKOBOH IPOBOIHMOCTH.

Hamu OblTa oueHeHa THXECTs KIHHEYECKHX IIposBiIe-

HUH y npobannos c NCPBUYHBIMH U BTOPUYHBIMU (hopMamu

ABB (tabn. 6.1.7.). Ina crpororo pasjenenus GOILHBIX ¢

ABDB no ypoBHIO nopakenns na HPOKCHUMAILHBIE H AUCTANE-

- HBIC STHM HalMCHTAM MPOBOANIAch [uc-anexrporpamma. Co-

Tl1IaCHO HOJIYYCHHBIM HaMy JA2HHBIM KONIHYCCTBO 6OH}BHHX Cu

AUCTAJIBHBIMU U OPpOKCHMAJIbHBIMHU anI/IOBCHTpHKyHﬂprIMI/I

Gaoxagamu B rpynnax npoGaumios c HEPBHYHBIMH M BTOPHY-

upiMu ABB noctosepro He pasmuuanocs. Hecmorps ua sro,
npoGan/pl ¢ BropudHbIME (Gopmamu ABB uMeror Gonee sp-
Ky CHMITOMATUKY 3aboieBanus, Gonee BBIDAKCHHYIO KK

HHYECKYIO KAPTUHY (rONOBOKpYKCHHE, 06MOPOKH, IIPHCTYHEL

MOpFaHLI/I-——A)IaMCB.*CTOKC&,_ ABICHUSA CEpACYHOH Heno-

CTATOYHOCTH HAOMIONANNCH JOCTOBEPHO ualle y npoGannos
¢ BropuyHeIMH dopmamu ABB). Owesnmno, uro TAKECTD
KIHHHYCCKHX OPOABNCHHUIT 3a001eBaHA ¥ POGAHIOB ¢ BTO-
puunbiMu popmamu ABB onpenensercs He TONbKO ypOoBHEM

Y PacnpOCTPAHCHHOCTEIO MOPAKCHUS MPOBOISIUIEN CHCTEMEL

Cepaua, HO U NEePBUYHON 1aToNoruel CCPACYHO-COCYHUCTOH.

CHCTCMBI.
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Tabnuya 6.1.7.

TruxecTs KIMHH4ECKHX BposBaeHuil v npobanion
C HePBHYHBIMY ¥ BTOPHYHEIMH HADYRISHEEMI
ATPUOBLHTPHKYISAPHOTC HPOBENCHES

Knugn- HpoGanmas! ¢ nepeny- HpoGanans! ¢ sropuy- P
HECKHE HBIMH opmamp ABB netvy Gopvavy ABE
npoasne- | (n=108) (n=30)
HHS

abce. % adc. %
Tonosok- |76 70,4 42 84,00 . 1<003
PYXEHHE
Obmopokn | 50 46,3 36 72,00 <0,01
Hpueryme | 21 - 19,4 17 34,00 <0,05
MAC . .
Ssnenusn | 60 55,6 44 84,00 <(,01
CH

Jnst npodannos ¢ nepeuanbiMn opmamu ABE xapaxrep-
HA GOJNEE JETKax CTENEHb IIOPaXCHHS ATPHOBEHTPHKYIEPHOTO
coequuecnns (tabn. 6.1.8.). ¥ npobannos ¢ neperunbivu dopma-
MH aTPHOBEHTPHKYIAPEBIX Gnokan ABB I crenenn ormesena y
40,74% n tonsko y 14% nanpertos ¢ eropuussivi ABE. Ho fuc-
Tanstad ABB Il crenenn, nporsoctiyecku meGnaronpustaas,
Obina 3aperucTpupoBana y 66% naumeHTos ¢ BropuuHoi ABE u
TONBKO y 25% natuenToB ¢ mepeuunoit ABB. Taxum o6pasom,
nepeuyHas ABbB 4BISeTCS OTHOCHTENBHO HOOGPOKAYECTBEHHBIM
3aonecBanneM, X0Ts B 3Tl rpynne mpoGaHuos BCTPEHANHCE U
auctaneesle ABB.
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Tabnuua 6.1.8.

Hapyuienus aTpHoOBeHTPHKYASPHOTO NPOBEICHHUH
¥ pOG2IIOR ¢ HePBUHILIMI B BTODUUHBIMY
Dopyavu

Haszsauue napy- | ITpobGanasl ¢ nep- TIpobanas! ¢ Bropuy- | P
HIeHHH aTpHo- BHYHBIMHU opmamut | ubivu dopaavu ABE
BeHTpHKYIApHOTO | ABE (n=108) (n=30)
TPOBCJCHUS

abe. Y% adc. %
ABB fcr 44 40,74 7 14.00 <0,001
ABB Her Iruna |3 2,78 1 2,00 >0,05
ABBHer Il tuma § 7 6,48 i 2,00 >0,05
ABB I cv mpox- | 27 25.00 8 16,007 >0,05
CHMAbHbIC /
ABB HIcr guc- - |27 25,00 33 66,00 <0,001
TaIBHBIC
Bee npoxcuMans- | 74 68,52 i6 32.06 <0,001
usie. ABB '
Bee aucranpasie | 34 31.48 34 ' 68.00 <0,001
ABE '

HPHBO,HHM npHMep I/IHT(:)}?GCHOEU{ CCMbBH, TAC HCTKO IpoChe-
KUBACTCH CCMCHHaA arperayus 3aG0oNCRATMA.

Cemelinan neropus:

HpoGawn P, 48 ner. XWanyercs va ronoBoxkpysKeniie, 8os-
HUKAIOIIEC [IPH JUTHTEILHOM HAXOW/(CHIH B BEDTHKAILHOM [10J10-
JKCHHH, TIPH CMCHC TIONOKEHHS TENa, TIPI PH3HICCKOI Harpyske;
YXYOUICHUC IAMHTH, TONOBHBIC Gonw, ciabocTs. Cuutact cebs
bostbHOM OKONO 5 JIET, KOTIA CTANO IIOBBUIATHCS APTCPHAIBHOE
nasnenue, MakCumansroe AJ1—200/130 mm. pr. or. B nemnsx cuu-
JKCHUS APTCPUATBLHOTO JIABIICHAS IPHHUMAET HHIHOUTOps ATTD
i Moueronuble. Hocnennne 2 rojxa GeCHOKONT rONOBOXPYIKEHHUE,
KOTOPOE 0COOEHHO YCHITHIIOCH TIOCHEAHNE 2 HEIeIu,
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Bepxyuieussrit TONUOK He Nalenupyercs. Jiepas rpanuna
OTHOCHTEIBLHOH CEPRCUHOH TYIOCTH MEPKYyTOPHO OIIPENENseTcs
Ha 0,5 cM KHapy»XH OT NEBOH CPEAHCKIMIOYHTHOH TUHUH, JIPYTHE
TpaHHMB cepaua B HopMe. TOHB! cepania pUTMHUYHBIE, akieHT 1
TOHA ¥ KOPOTKHI cucTomuuecknii myM Ha aopre. YCC 48 B mu-
nyty. AJl 160/85 mum. pr. cr. [Tatonoruu apyrux cHcTeM IIpH OC-
MOTPE HE BBISBICHO.

o 2KI" — YCII 85 B munyty, HCXK 44 B munyty, QRS
— 0,10, QT — 0,50, RV4=8V4, RV5>RV4. 3akmoucHuc:
npoxcumaneHas ABD Il cr., npusnaku runeprpodun nesoro xe-
NYI0UKa. ;

ITo anexTporpamme nyuxa I'uca — npoxcumansHas ABD.
Ilo nauseiv DXOKC He3sHAYMTENbHAS JUIATALAS HOJOCTH &~
Boro sxenypouka. Koponaporpadus: JeBOCTOpOHHHH THI KpoO-
pocHaOxeHms. [ eMOIUHAMIYCCKY 3HAYMMBIX, KPHTHUECKHX CTe-
HO30B M OKKMIO3UH HE OOHapyxeHo. bonbHOH OBLT BRICTaBICH
CIHeLYOMui JMATHO3: TIEpBHYHAS IPOKCUManbHas ronHas ABb.
luniepronuyeckas Gomnesus I cr.

Jous npobanpa, 21 rox. XKanob ner. Hamuune xaxux-iuGo
3aboneBaHui OTpHLact. [Ipy ocMOTpe HUKAKAX OTKIIOHSHUM BBI-
ABIEHO He OBUIO. B o

Mo DKI" — cunycosas 6panukapaus ¢ HCC 55 B MunyTy,
<ot+30° P—0,08", PO—0,26"", QRS — 0,08, QT — 0,38™".
3axmouenue: ABb I c1. Cunycosas Opaaukapnus. Jaunse Uil-
CJill— no MBb, BCAIl — 156 mc, BBOCY — 1340 mc, KBBD-
CY — 320mc; Touka Benkebaxa — 100 vmiL/vuH., nocae MBB
BCAIT — 140 mc, BBOCY — 1320 mc, KBBOCY — 300 mc,
NPCY — 110 (BospactHas nopma > 91 B Munyrty). [latonorau
CO CTOPOHBI CHHYCOBOTO Y3714 BRMBIEHO He GbLi0. [10 naHHBIM
3XOKC, nuxaxoit NaToloruy CTPYKTYp cepiria He oOHapyKeHO.
GonbHoit Obu BRICTABICH CENYIOMUN quarno3: nepesuynas ABb
1 crenienu. : '
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Jouas npobanna, 24 ropa. Wano6 mer. Ua aHaMHesa HE ¢
Kaxux 3a00/ICBAHNAX BBIICHATS HE yranocs. [pn OCMOTPE TaTo-
Jorun oGHAPYKEHO He OBLI0,

[To BKI" — cunycosas Gpamuxapaus ¢ 9CC 53 8 MUHYTY,
<o+45”, P—0,08", PQ —0,22", QRS — 0,08, QT — 0,32
3axmovenue: ABB I cr. Janunie YTICIIIT — 10 MBE BCAH;u;
162mc, BBOCY — 1860 mc, KBRDOCY — 660 MC; Touka Bens
kebaxa — 110, nocne MBE BCAIT - 144 mc, BBOCY — 198p
mc, KBBOCY — 800 mc., UPCY — 65 (BO3pacTHat HOpMa >
89 B 1 munyty). Touka Benke6axa nocie MBB — 120. ITo Jam:
#piM OXOKC obHapyskena nonomaurenpaas X0pJa JCBOIO jKe-
ynouka. BonsHOH BhICTABIEH Cieqy oMl Marnos: NEPBUTHAS
GuHosanbHas GoIe3HE cepyua: xomnencuposanubii CCCY, 6pa
mucucronnyeckas popma, ABE I or..

My npobamnza, 50 ner. JKano6 wer. U3 anamuesa w3nce
THO, YTO B TEYERHE |5 jeT umeer S3BCHAYIO GONC3Hb ABEHAN
UATHNEPCTHOH KMIIKH ¢ PEAKUMH 0GocTperuamu. [lpu OCMOTpE |
HAaToOruy O0HAPYKEHO HE BhLIO.

o OKTI" — put™ cunycorsiit ¢ JCC 84 B MUHYTY, <0+60""
P—0,08", PQ —0,147", QRS — 0,08, QT — 0,32, '

Cectpa npobanna, 36 ner. Xano6 uer. U3 anamucza uu o
KaKux 3a00ICBaHIX BLIACHHTD HE yNanock. [pn OCMOTPE TaTO-
70Ty 00HAPYKEHO He OBINO. :

Ho SKI' — purm cunycossii ¢ YCC 80 B MUHYTY, <0L+7_5“,
P — 0,067, PQ — 0,147, QRS — 0,06, QT — 0.40". Hpu
uposeenns IXOKC natonorun cTpykryp cepriia BHSBICHO He
bnu10. Taxum 06pasoM, B AaHHOH CeMbE OTMEYACTCH HAKOIICHME
3abosesanus. OHO MOATBEPKIEHO ¥ MaTepu U ABYX ee Jouepei.

%

)

=

/ Mpobaug

SnopoB Bt O Izopusan

gﬁmﬂaﬂ ¢ ABE

NIl

t Bomsaz ABE I cremerminn CCCY

Puc. 6.1.2. Pogocmossas ceMsH C HacueacTeeHyol ABD

Hacaeacreennnie 3a001eBaHus ¥ CHHADPOMbI
¢ HOpaKeHHEM aTPUOBCHTPHKYIAPDHOTO
. COCUHEHHNA

B nuTeparype OMHCAH sl HACTEACTBCHHBIX 3a60eBa il
¥ CHHIPOMOB, [IPH KOTOPBIX HOPAKCHHS aTPHOBCHTPHKYIIIPHOTO
COCIMHEHHNS ABIACTCS ONHNUM U3 CHMITOMOB JAHHON MAaTOJOTHH.
B wacrroctu, cunnpom Keprca—Celipa BRITIOYAET MHOIIATHYEC-
Ky10 O TanbMOIUIETUIO, IUTMEHTHYIO JACTCHEPAIHIO CCTYATKY |
IPOTPECCHPYIONYIO aTPHOBEHTPHKYISPHYIO GIOKALY BILIOTE [0
HoNHOM nonepedHon Gnoxansl. [Tpu 3tom 3a60NCBAHNY BBIABIIA-
10TCH GONbINIE ACTELMHY, JOKATIH30BAHHBIC B PA3HUHBIX YIacT-
Kax muroxouapuansaon JJHK [14, 38, 76]..
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Krmanueckas kaptusa npw Oonesnu Kypumvama—IIteit:
Hrepa—DbaTTeHa XapakTepH3yeTCsi COYETAHHEM MHOTOHHYECKHX
CHMIITOMOB, MBILIEYHBIX aTPO(MH, BETCTAaTHBHBIX HAPYIUCHMI],

aTPHOBEHTPHKYIAPHBIX ONOKax pasmuuubix cremeneit. Hauano sa-
Gosteparyst OTHOCHTCS KO 2-3 pecatuieTuro su3nn. Tedenue 3a60

JICBAHMA MCUICHHO IIPOTrpeCCupyIoniee, IEpEaacTes no ayroCoOMHO-

JIOMHHAHTHOMY THITY C HETIONHOH NMEHETPaHTHOCTEIO, C JOBOIBHQ
YaCTHIMH [IPOITYCKAaMH TIOKONICHHIL. 3a00reBatue Halie mepeiaeTcs
1O JIMHUH OTLIA, YCM 10 JIMHHH MaTepH. YacTo B CeMeHHBIX Pooc-
JIOBHBIX BCTPEUAIOTCA CIIYHau M30IMPOBAHHON KATAPAKTHL, KOTOPBIE

JIOJDKHBI PACCMATPHBATLCS KaK OCIabIeHHOE IPOSBIEHHE JOMUHAH-
THOrO resa: [eH 91oro 3aboneBaHus KapTHPOBAH Ha JUTHHHOM IUTeye
19 xpomocomer — 19q 13.1-19q 13.3. CormacHo NoCIIeHIM ucee-

JOBaHUSM, KaHAKAATHBIN T€H HaPYLICHH CepaeyHOMN IIPOBOIHMOC-
TH TAKOKE pacrnosiaraerca na xpomocome 19 q 13.3. [183].

IpyBomiM npuMep coueTanus B ONHON ceMbe aTpoduyec-
koit mMuoTonH Kypmimana—IlItelinepra—Dbartena u mapyie-
HUH CepACIHON TIPOBOIUMOCTH.

[IpoGanx M., 50 ner. Ormeuaer, 1o ¢ Hayana 70-X ronos :
HOCTETICHHO HapacTaia cinabocTh B HOTAX, PyKaX, «IOXYJIAHHEY
MBI B JUCTANBHBIX, 3aTEM B IPOKCHMAIbHBIX omeﬁax KO-
HEe4YHOCTeH. B mocnennue ropsr cran HEPOBHO XOAMTh, OBICTPO

YCTaroT HOTH, TPYAHO yIEpKaTh HpeaMeTsl B pykax. B 1984 r.

BIICPBBIE KPATKOBPEMEHHAS OTEPA CO3HAHMS, YYBCTBO «3aMUPa-
- HID) B paboTe cepaua B NpeAyTpeHHHe yacsl. B Tom ke roxy
1py 06CIIeI0BAHKH B KAPIHOIOTHYECKOM UenTpe I KpacHospeka
ta OKI sbiasnena npoxcumanbuas ABB 1l crenenu | tuna. Tlpu
TPOBENCHHH SACKTPOMUIHONOTHIECKOTO HUCCIENOBAHUS HAPSY

¢ HapyHICHUEM aTPHOBEHTPHKYIAPHOH NPOBOIMMOCTH OGHApy-
XCHA ¥ NaTONOTHA CHHYCcoBOrO ysna. Jannsie YIICIIII: no arpo-
nuaa BCAIT — 150 me, BBOCYMmake. — 2860 wmc., KBBOCY-

make. ——1700 mc., UCC ua arponus — 64 (Bo3pacTHas HOpMa >

54 B MunyTy), nocse arponuaa BCATII-111,5 mc, BROCVYmakc.-
3240 mc, KBB(DCVMaKc; ~ 2320 Mc. B nponecce obenepopanus
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pepnop nepexona ABDB I creneru 8 ABB I crenenu | tuna. 3a-
wmouenne: CCCY, Opajucucronudaecka ¢hopma, ZEKOMICHCHPO-
parHbId BapuauT. ABD Il ctemenn [ tuna.

Jlammpie 3XOKapauorpa(uis KISTHPOBAHA MOIOCTH Jie-
goro npencepaust 10 40 MM. YMeperHoe paciInpeHye IpocBeTa
aopts! o 41 MM, Pagrnii nporud obeux ¢TBOPOK MHTPAALHOTO
wrarawa 5o | M. BonpHOM exeronHo HaOMIOZancs B KapaHono-
rugeckoM IicHTpe. OTMCUCHO TOCTEICHHOS HPOrPEeCCHPOBaHHE
ABE U crenenu I tona B npokcumansayio ABB T crenenn.
YuaCTHINCh MOMEHTBI NoTepu co3Hanus. B 1992 r GonsHOMY
HMINIAHTHPOBAH Kapruoctumynarop «2KC-5005.

B 1997 . Haxomuncs Ha CTALMOHAPHOM JICICHHH B HEBPO-
norwaecrkom ornenean MCOCY No 6 n KpacHospexa ¢ AHArfosoM:
arpodmyeckas  wmuororus  Kypumvana—Illreiinepra—barrena,
MEIEHHO-TIPOrPCCCHpYIoNice TeucHue, ¢ rterpamapesom. CCCY,
GpanucHcToNUUecKas POpMa, AEKOMICHCHPOBAHHBI BapHanT. [Tpokcr-
sarmras ABB I crenerm. Cocrosmme nocne umrvianTann JKC-500.

TIpy HEBPONOTHYIECKOM OCMOTPC OTMEUEHO! I0JIOC € HEIKUM
HOCOBHIM OTTCHKOM. DBpisBNcHa Ju(@y3uas THIOTPO(MS MBI
KOHEUHOCTEH, TPYIMHO-KIIFOUHYHO-COCHCRUANBIX  MBIIIL, MBILIL
TysoBHIA. [10TUEPKHYTHI BHCOUHBIE AMKH, aCHMMETPHA TEMEHHOH
myckysiarypsl. Crama B pykax o 3-3,5 Ganna, B Horax — sio 3 Oan-
508, ThUIBHOE CrUBaHIe CTON OTCYTCTRYET. SpKas MUOTOHHYCCKAs
peakiit. YeTKHX UYBCTBUTEIBHBIX PACCTPOICTB BRISBHIL HE Yia-
nock. Kooprasaropryro 1poly BeIIOMHACT YAORICTBOPUTEIBHO.

[pu ocMoOTpe OKY/ICTa BBUIBICHA HauaJbHAas KaTapaxTa
obenx a3 (WIAHUPYETCS OTIEPATHBHOE JICHEHUE).

lemeanoruyeckuil amamues. Popwics 8 HebompIoM cene
Abarckoro paiiona. Oreq ¥ Math OQILHOTO U3 OAHOTO cena [o-
MeIRCKOH obracTh, nepeexanu 8 CubHpE B NEPHO CTOILHTHHC-
koit pedopmsr. Y otia 5 Opatses u 3 cectpsl. Bee QeHOTHIHYECKH
3mopossl. Y miaanmero 6para orua 0BT ChIH, CTPA@BIIKI aTpo-
GbusMu MBI KOHeYHOCTeH. Ymep B Bospacte 40-45 ner. Oten
npobania yMep B BO3pacTe 0kono 5C JeT, NpuiuHy BhIACHUTH HE
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yaaigocs). Mats npobana Osuta GeHOTUITIIECKH 310POBa, YMEp-
Ja B MOJIOZIOM BO3pacte (co cioB npobana, 0T THOHHO-BOCTIAN-
TENBLHOTO Nponecca B OproniHol nonoctn). Ee ponociosHas ge-
uzBecTHa. [Ipobann mmveer § cecrep. PCHOTHIHYCCKH 3/IOPOBLL,
KpoMe OIHOM, KOTOpas yMepia BHE3AHEO B BO3PACTE OKOMNO 7 JIET.
V aeyx cectep npobauna, 1924 u 1923 rr. poxnenus, obuapyxe-
Ha KaTapaxra o0eux Imas3.

[IpoGang nmeer 2 nodepeil.

Crapriasg nous, 37 ner. XKanol He HpeﬂLHBHﬁHa Mpuoro-
HUYCCKUX peakuuil, runorpoduii He seiaenexo. Ha OKI purm
curycoseri ¢ HCC — 86 B MuHyTY, <0 +60°°, P-0,177; PQ-0,22™;
QRS-0,08"; QT-0,34"". 3axmouenue: ABE I crenenw.

Ha arpoitun yuamesue cHHycoBoro purtMma 1o 120 B mumy-
1y. [Ipu snexrpodusronoruyeckoM ucenegosanun 1o MBb BCAIL
-— 144 mc., BBOCYmakc.-900 mc., KBBOCYmaxe.— 280 mc.,
VIPCY —115 (Bozpacruas mopma > 83 B 1 muHyTY), mocne MBB
BCAIl—46 mc., BBOCYmaxe, — 720 mc., KBBOCVYmMaxc. — 180
mc. [Toxasarenu QYHKIMH CHHYCOBOTO Y3112 B IPENENaX HOPMBL. -

CornacHo JaHEBIM 3XOKappuorpadun «ramaxoobpasserii
riporndy» 06enx CTBOPOK MUTPAILHOTO Kianana 10 4 Mm. 3axmo-
genue: [IMK I crenenn.

V crapmeii 1o4epH [Bo¢ (QEHOTHINYECKH 3I0POBBIX JIE-
reit. Ha 3K y HuxX naronoruy He BISBICHO. ‘

Mupajgmas 104s np06aHﬂ:a 1972 r. poxyerus. CDeHomﬂn-
4eCKHU 3XOPOBa. MHOTGHIUYCCKHK peaxumit, runorpoduil He BHI-
ssieno. CyGarneTnyeckuit tan xoucrurynuu. Ha SKI putM cn-
nycosbiit ¢ YCC — 96 B munyTy, <o +75°°, P-0,06""; PQ-0,12°
QRS-0,08""; QT-0,28" (xoporxmii QT). -

B cBs3u ¢ GepeMeHHOCTBIO 16 Hejeqb IOMOIHUTEIbHEIE
METO/B! HCCIIEOBAHNS HE NPOBOIUITHCE.

PONOCIOBHAS 9TOH CEMBH MOCTPOCHA HA OCHOBAHHU OC-
MOTpa WICHOB CEMBH M NOApOGHOro c6opa IeHealnorHyecKoro
aHaMHe3a. ’ o
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6.2. Oonocmoponnue (nepsuunvie)

dobpoxauecmeernvie SHYMPUNCETYOOUKOBBIE
onoxaost '

HsyveHne HacmencTBeHHOCTH OIHOCTOPOHHHUX A06poKa
 ICCTBCHHBIX BHYTDIDKENYIOYKOBLIX GIIOKAI B HEGOMBINOM KOJTH

HECTBE CIly4aes NPEACTABIEHO B IHTEpaType.
Psx neenenopareneit npencrasumn cemeitaoe HaKOHHe‘HHe k

HapyIeHHu CepACUHON IIPOBOAHMOCTH NPCHMYIICCTBEHHO 1O

1eBoi Hoxke myuka [uca. Tak, R.E. DeForest (1956) usyuan ce-
Mb10, B x0TOpoit ITBJIHIIT serpewanacs ¥ 4CThIPEX PONCTBCHHM-

KOB B IBYX moxoneHuax [89]. Mamumi A.M. (1982 I.) HCCIICOBay

5 POICTBCHHHUKOB 110 MAaTE€PHHCKOM JIMHUH (3 cHOCOB M UX Jode.
peit). [lpu orcyrereum v mux kaxoii-mu6o XPOHHYECKOH cepliey-
HOI TIATOJIONMH M Ha (JOHE XOPOIIETO CaMOYyBCTBHS Y KaXxHaoro
u3 HUX Obuta 06Hapyxena BJITIBIIT [12].~ |
Onucans ceMsH, B KOTOPBIX OTMEUANOCE CCMENHOE HAKOTI-
JeHHE OIIOKANB! NPABOil HOXKH my4ka ['uca. B 1971 & N. Brans
et al. [55] usyuanu cemsio, B KOTOPOH y IBYX POACTBCHHUKOB 33~
pervucTpupoBana Ha SneKrpoxapauorpamme [IBITHIIT. Januoe
HAPYHICHHC BHYTPHKETYA0IKOBOM IPOBONMMOCTH COYETATIOCE ¢
TIOJIHBIM OTCYTCTBHEM KIIHHHYECKOM CHMIITOMATHKH KaKHX-THG0
CEP/ICYHO-COCYAUCTEIX 3a60neBaHHﬁ. Hnrepecno, uro 510 Hapy-.
WICHHE NPOBEICHHS OBITIO OGHAPYKEHO Y camMoro MOJIONOTO Hile-
Ha CEMbH, MAJIBIHKA 5 JIET, H CaMOTO MOXKHIION0 — Jiena pebenka,
KxoTopomy 6b1i1 71 roz. ' : .
Anonckas rpynma uccneposareneit 1I0]|  PYKOBOJICTBOM
T. Ogaia 8 1980.1. [177] HPOBENa FCHCANOTHICCKUI aHAHS oo
MbH, KOTOpast Obuta MHTEpECHA TeM, uTO BCTynuBIIHE B Opak
MY)K‘iHH& 1 HKEHLIMHA 00a UMeNH HapyIeHus BHYTPHIKCITYL0Y-
KOBOH IIPOBOAHUMOCTH CeMeHHOro xapaktepa. Oxuaxo YV MyXIH-"
Hb1, 39 net; 6bita [BIHIIT, a ¥ XeHinuel, 34 ner, — [EJIBIIT
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Jpyroit xaxkoli-nubo NaTONOTHI CEPACUHO-COCYIUCTOH CHOTEMBI
v HUX 00HapyxeHo He ObLT0. B H0Nb3y HACHCACTBCHHOTO Xapak-
TCpa HAPYINEHUH BHYTPHKCIYI0YKOBOI NPOBOAUMOCTH FOBOPUT
TOT (axT, YTO CO CTOPOHBI MYXKa €€ Y TPEX POICTBCHHUKOR
GbIIH HapYUICHUA TPOBEACHHS HO IPaBoil HOKKE myuxa Luca,
4 y ABYX DOACTBEHHHKOB KeHb! Oblia 3a0/I0KMpORaHA TepeHsis
BETBb JICBOH HOKKH mydka [ nea. Oxnnako y tpoux gereil (Mnaj- .
ureMy ObUI0 6 JI€T, @ crapuieMy — 16) 3TOH CyIpysKeCKoil mape!
NaTOIOTHE TIPOBOJAIICH CHCTEMBI CCpliiia 00HAPYXCHO HE OBLIO.
310T HAKT NO3BONUI YUCHBIM CHACHATH IPCANONOKCHHE, YTO Pas-
JIMYHBIE TEHBl OTBEYAL0T 33 HAPYIUCHUE IPOBCACHUS 110 TIPaBol 1
eBOY HOXKaM Iyuka ['Hca. Ho Hy/KHO 3aMeTHTD, YTO HECHEHOBA-
TEAH PaCCMATPUBAIIN JIMLIE [BA BAPHAHTA HACHCHOBaHUL — ay-
TOCOMHO-TOMHAHAHTHBI ¥ ayTOCOMHO-PEHEeCCHBHBIN, a He Bech
BO3MOKHBIM CICKTP HACIECICTBEHHOHN TEPEAady MaToNOTHH PO~
BOJSTIICH CHCTEMBI CEpIIA.

A. Lorber et al. (1988) nabmionanu otua u ABYX €ro chi-
HOBEH € BIEKTPOKAPANOTPOHYESCKY HOATBEPKICHHEIM JICBBIM 34-
JHEM reMub0KOM U HenoauoH Oiiokasiof npasoi HOXKY myuka
I'mea {1521

Crour obOparute BHEMamue Ha paborel O. Senderat et al.
(1988) [218]. Mmu omucaHa CeMbs, B KOTOPOIl ¥ BCEX HOPAXKEH-
HBIX POACTBCHHHKOB OBUIO COUSTAHHE TONHOW MMM HenolHol
G10Ka/Is1 KaKk IpaBoH, Tak ¥ nepolt Hoxex nyuxa [uca,

D71a ceMbi COCTOANA H3 TpeX TrokoneHuit. B epsom, camom
cTaplleM MOKOICHKY OBII0 ABOC BOPAKCHHBIX POICTBEHHUKOE,
ONHAKO aBTOPhI HE MCKIIOYANH, YTO OANH U3 HHX [ICPCHEC MHUO-
XapanT. Bo BTOpOM, CpeaHeM NOKOICHUH, TOPAKSHHBIM OKA3aTICH
OIINH POJCTBEHHUK. B TPETheM, MAaILICM [IOKONCHHH, TPH YIeHa
CeMbH HMEJIH HapyICHHs BHYTPHKEIYLOUYKOBOM IPOBOIUMOCTH,
B mureparype npemcrasieH eme pag paboT 110 HACHCAOBAHMIO
H/TNONATHYECKHX BHYTPIXETYI0YKOBEX Onokan {81, 177, 218].
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Mats Orent Bpat Cectpa Chin Kous

Puc. 6.2.1. Cemeitnas arperanus BXXbB B cembsx npobanzos
¢ oroit narogornet

Hamn uccnenosado 158 npo6annoB ¢ HEpBHYHBIMY BHYT-
pwkenynouxosbiMu Onoxazamu (BXXKB) u 502 ux poncTBeHHuKa
I, I, HI crernenu ponacrsa. I1onBozs wrory CeMERHOIr0 HAKOTIIe-
Hust B rpymiie MpoOaHIoB ¢ BHYTPIKETYIOUKOBRIME OIOKa1aMHy,
MOXKHO OTMETUTE BBICOKHH YPOBEHE 3TOTO MOKa3aTens B NaHHOH
rpymie cemeld — 19,53%. 3710 3HaUMTENBHO NPEBEILACT BBIABR-
JIEHHYIO HAMK PAacHPOCTPAHEHHOCThL HAPYIICHUH BHYTPHMKETY-
JOUKOBOIT nipoBoIMMOCTH B omynsumn — 1,04%.

HawuGonee gacto 60ne0T pOACTREHHUKH | cTemesH pon-
crea: origsl — 30,77%, 6pares — 37,21%, cectpst — 32,50%,
coiaoBba- 20,83% (Tabn. 6.2.1., puc. 6.2.1).

Cemeiinan arperanus g rpymnne npotanjgos
¢ BHYTPHIKeJY)IOUKOBBIMM Dnoxanamu

Tabruya 6.2.1

Cre- | Pome- | Beero | BXbB Jp. HCII Bee Gonpable ©
TneHs | TBEH- HCII
poR- - HUKH abe. | % abe. | % abe. |'%
CTBa
fer. | Mars |32 938 16 18,76 19 28,13
S?ﬁa Oren |26 8 30,77 | 8 30,77 |16 61,54
Bpar |43 16 3721 |9 20,93 |25 58,14
Cecr- |40 13 32,50 14 10,00 {17 42,50
pa
Con |72 15 20,83 |13 18.06 |28 38,89
Jous {117 |19 16,24 | 14 11,97 133 28.21
Beero I cr. 330 |74 23,34 |54 16,36 {128 13879
pocTea ' '
Her | Odsnst |2 - - - - - -
pox- Teta 3 - - - - - -
CcTBa
Buyk | 50 12,00 |4 8,00 |10 20,00
Buyu- | 43 11,63 |5 11,63 110 ]23,26
Ka
e~ |11 - - 1 909 |1 9,09
MAH~
e |7 2 2857 |2 28.57 {4 57,14
MaH~
HHIA ]
Ten |4 1 25,00 |- - 1 25,00
Babka | 12 3 25,00 |4 3333 |7 58,33
Beero I eT. 132 |17 12,98 |16 12,21 133 25,19
poxcTBa
4. 3akaa Ne 2994 97 .



Wer | ds. |7 - A 2 2857 |2 ; ' Tabmuya 6.2.2
poac- | cect-
TRa pa CpaBHnTelbHAR YACTOTA BCTPEMACMOCTH HAapyIen Ui
BHYTPHKEAYI0UKOBOTC MPOBEXSHMS CPOAM MYKIHH H KeHIHUH
{IB- - - - - - - B pa3Hbix BO3PACTHLIX FPYNNAX POACTBEHHHMKOB upofanion
opar ¢ BB u nonynsiusonnoii yacroroit
Bryy- 11 - - - - -
Ifa CparrnBacMsle Yacrora BBy Yactora BX5E B P
cect- TPYIIEL : POJCTBCHHUKOE HOTIY/IAIHH
Pl . npoGaHIoB B Hecle-
Bayk |1 1 160,0 |- S 100,0 JAOBaHHH ’
cect- '
A pur . abc. % abc. %
Beero lllct. |9 1 1,11 |2 2222 |3 2,22 Ro19 | myx 23 2987 |0@=179) |- 4~
POJACTRa ] jJer (n=77)
Bceero I 471 92 19,53 |72 15,29 | 164 34,82 KeH 14 20,29 0 (n=82) - -
v ) (=69)
Bo Bcex rpynmnax npoGaHios oTMeueHa 3aBHCHMOCTD Yac 20-29 MYk 9 (n=39) | 23,08 0 (0=458) - -
TOTHI HAPYLICHUH CEP/EYHOM NPOBOAUMOCTH OT CTETIEHH POJICTS Aer 1 3545 0 (n=316)
] ~ KeH . n= . -
¢ poGanaoM (€M BBILIE CTEIICHb POACTBA, TEM YaLIe CTpajamoT. ’ (0=55) ) >

- OTOH MaTONOTHEH PONCTBEHHHUKH).

. . : : ‘ - 9 (n= 5 =421 <0,
Hpu cpasrHennn ceMeHHOro HAKOILUICHHA BHYTPEKETYOY 3039 wyx D=2 |30 |2l 1048 0.001

JIET

KOBBIX GIIOKa[l C MOTMYNAIMOHHEIM KOHTPOJIEM B PA3HBIX BO3DAC werw |14 27,45 1(n=401) 10,25 | <0,001
THBIX rpynnax (rabi. 6.2.2.) Takke OTMCYCHO NpEBBINEHHE ero | @=51)
YPOBHA. ' ) 40-49 MYK 23 71,88 | 7(n=536) 1,31 <0,001
- AaeT (n=32) .
- 5m=43) [ 11,63 | 6(n=540) |11l |<0,001
50-59 MYK 2 (n=15) | 13,33 6 (n=417) ‘ 1,44 <0,001
et S 10 3704 |7(=413) | 169 |<0,001
. (n=27) |
60-69 MyX i1 28,21 6 (n=359) 1,67 <0,001
aer (n=39) ’ .
. ] XeH 7 (n=23) { 30,43 3 (n=183) 1.64 <0,001
70 net u | myx [(n=2) |50,00 |6(m=87) |60 - |<0.001
Gomee

1 xen 2 (n=6) |33,33 2 (n=43) 4,44 <0,001




Tabruya 6.2.3

Heo0xoquMO KOpPOTKO OCTAHOBUTHCS HA HCCAEIOBAHHK
cynpyro npobaunos. TeopeTuueckn B ceMeHHON arperauuy 3a-
GonepaHMA MOTYT MIPaTh POJb CHCTEMATHYECKHE ONHOTHITHbIE
BiIHAHMA BHELIHEH cpensl. [Ipy Hamuguy TAKOBHIX 4acTOTA 3260-
TeBaHUA CPEIM CYNPYrOB HODKHA OBITH MOBBIMICHHOMN IO CpaB-

CerperaiMoHHblii 2HaH13 B CeMbHX ¢ HADYICHHAMMU
BHYTPHKEAYICUKOBOH HPOBOIHMOCTH

Pazmep | Hucno S Yncno cubeos ¢ nopaxeHHsME | R
cuberra | cubets AETHMU

HCHUIO C ONYJIAUHOHHON. YUUThIBasg 310, 35 CynpPyroB GOIBHBIX | nopa- | 2mopa- | 3 nopa-
npobanios ObUTH HENOCPEACTBCHHO o6CienoBansl. Myxell g\‘:é{:}zi f:é‘f:g f:é{eﬁz
’KeH HpoOaHI0B, CTPAJAIONIHX HAPYIICHUAMH CEPIEYHON IPOBO-
JUMOCTH, BBIIBHTD HE YIATIOCH. 2-cubco- | 32 64 17 15 - 47
Taxum 0o0paszom, HaMy NOMYYCHB! JOCTATOYHO yOequ- BhIE
TENbHBIC JIAHHBIC, CBUICTCIBCTBYIOIME O CeMeiHOl arperamum " "
HapyIICHUH CEpACYHOH NPOBOXMMOCTH. PacmpocTpaHeHHOCTS 3-cibeo- |5 b 1 2 : !
3a00/1€BaHUA CPEAH PONCTBEHHHKOB CYIICCTBEHHO IIPEBbIIIAET o
nonynanuoHHy0. Ilpraem HeoOX0XHMO NOXYEPKHYTH, UTO yac- 4-cubeo- | 1 4 - - 1 3
TOTa HAPYLICHUH CEpHCYHOI NPOBOAUMOCTH JAKe cpezm Hanb- BBIC k
HUX POJICTBEHHHUKOB BHIIIE, YEM B HOIYJIAIHH. ‘
B Ta6muue 6.2.3. npescTaBineHsl CHOCTBA 11 AHATH3A Cer- Beero | 38 83 8 v ’ ‘!

PEraiiOHHON YaCTOTH BHY TPHIKEIYJOYKOBBIX OIOKaL.
Bcee uncnossle gannsie B Gopmyny BaitrOepra s enu-
HUYHOM PETUCTPAINY B3ATH H3 Tabmumpl 6.2.3.

«lIpobanxoBbii MeTOL?
Baiiubepra

SF = _6_1.:__3_&: 23_:‘(),511
83 -38 45
~ 0,5~ 0,511}
tames oo ) = J0,511 (1 - 0,511 )/(83 - 38)
0,25 - 0,511]

(aymoc ~peec } \/0’511 (1 - 0,511 )/(83 - 38)

= 0,148 (£ <2.58)

S

f

t =3,50 (1>2.58)
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«CubcoBniil MeTom» BafinGepra

P ILACT) R LI 568
> S, -1) 81 ’

0,5 - 0,568 | ‘
S ! = LI24 (1 <2.58)
/0,568 (1 - 0,568 )/(81)
[0.25 - 0,568 |

5,78 (1 > 2.58)

4 apmoc - penec = =
(ay petec ) -\/E68 (1*0,568 )/(8])

Tlockonbky xpurepuii t < 2,58 s ay TOCOMHO-IOMHHAHT-
HOTO THIIA HACICAOBAHHUS, IPHHUMAEM IUIIOTE3Y 00 ayTOCOMHO-

AOMUHAHTHOM THIIE HACACTOBAHNS HAPYIICHII BHYTPIHKETYN0Y-
KOBOM IPOBOIMMOCTH.

Taxum o6pazom, CCIPETalMOHHBIN aHATHN3 MEPBUYHBIX

BXXB BBUBHI 8yTOCOMBO-TOMUHAHTHBIH THIT HACICHOBAHHUS 3a-
Bonepanus. ‘

Hacnenopanue 8 cempe BJITIBIIT IIPUBE/ICHO B €IEAYIO-
eM IpuMepe. -

Cemelinbiil ciyyaaii: ,
Ipobann H., 50 ser. Ipu IPOGUNAKTHIECKOM 0CMOTpE

Brepeie B 1970 r. sewBrnu BITBIIT, Kakux — mu6o OPHYMHE

K pasBHTHIO HAPYHICHUH CEPAEYHOM MPOBOIUMOCTH HE OTMeYe-
HO. C 1993 1. crano moBbimarses aprepualisHoe pagneHue. [le-

PHOIHHCCKH IPH CMEHE MOTOIBI, NOCHe (PU3MIECKoH HArpy3KY

TIOBBIIICHUE 2PTCPHANBLHOTO NaBicHus 10 mubp 170/90 Mm. pr.
cr. B ator nepuon ronosusie Gonw, ronoBokpyxenue. [pu 00p-
EKTHBHOM OCMOTPE Ha MOMEHT 0GCheNoBaHus npeKomeanLHasi
obnacte He M3MeHeHa. BepXyIneqnsrit ToroK NansOupyeTcs B
V mexpebepne Ha 1 CM KHYTPH OT CpPeIHCKTIOUAYHON ITHHMM.
I'paHuIE OTHOCHTENBHON ceprednoil Tynoctu B upenenax ¢pu-
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3UONIOru4Yeckod HopMmbl. ToHB! cepliia pm‘mnéﬁme, YCC— T8 B
munyTy. AJ] — 150/85 MM, pr. c1. Ilatonornu co CTOpOHEL ApY-
rux OpranoB ¥ cucteM He BeuisiaeHo. Ha DK putM cunycoBbiil ¢
YCC —76 MmunyTy, <0 — 45, P-0,1°, PQ-0,16™", QRS-0,08"",
QT-0,28"". QRS B orsexenusix 1, AVL tuna qR, III u AVF tuna
rS. Baxmoyenne: BJITIBIIL.

Haunpie YIICHIL no MBB BCAIT — 143 mc, BBOCY

. maxc.— 1000 mc, KBBOCY maxc.— 366 mc, MPCY — 119 (Bo3-

pactHas HopMa > 74 B 1 munyTy), nocie MBB BCAII — 74 mc,

‘BBO®CVmaxe.— 795 mc., KBBDCY maxc.— 260 mc. [Toxazare-

au crnycosoro y3na B nopMe. BJIIBIIT ocraerca. Mimemunyec-
KUX H3MEHennit nuTepBana ST He BRIABICHO.

Tlo JaHHBIM DXOKAPAMOCKONHMH MaTONOruH He oGHapysKe-
Ho. Jlnarso3 Ha MomeHT ocMmotTpa: upuonaruyeckas BJIIBIIL
[uniepronuveckas 601e3Hb [ CT.

Cuin nipobanna, 32 roga. Ha MOMEHT 0cMOTpa ajtofbl OT-
cyrcrByior. [lpu ocMorpe — npekopananbHas o6aacTe 0e3 H3-
mMeHenni. Tpanuipl OTHOCHTENBHON cepliedHol TYIIOCTH B Hpe-
nenax (uzaonormdeckoil HopMel. CepedHblie TOHbI PUTMHYHBIE,
YCC — 68 5 munyTy. B Touke Botkuna—3p6a BRICHYIIHBASTCA
KOpOTKHUil cucronmueckuil nryM. I1atonorum co CTOPOHBI APYTHX
OPTraHOB U CHCTEM He O0HAPYKEHO. -

Ha DKI" — pur™ cunycossiii ¢ YCC — 65 B MUHYTY, <0 —
60", P-0,08", PQ-0,14", QRS-0,08"", QT-0,34"". QRS B otBene-
max 1, AVL tuna R, 11 v AVF tuna rS. 3axmouenue: BJTIBIIL

Tauuste YIICIIIT: o MBB BCAIT — 142 mc, BBOCY-
maxc. — 1150 mc, KBBDOCY maxc. — 410 mc, UPCY — 88 B Mu-~
HyTY (BO3pacTHas HopMa > 86 B | Munyty). [Tocre MBB BCAII-
96Mmc, BB®OCYmakc.-820mc, KBBOCYmakc.-260mc. [aronoruu
CO CTOPOHBI CHHYCOBOTO Y32 e BoisrieHo. BJITBIIL ocraercs.
UrmieMuuecKux H3MeHeHuit uuteppana ST He 06HAPYXeHO.

JlaHusie HXOKapMOCKOIHH: BBIABICH MPONAIIC MUTPAIIb-
Horo kianasa | crenenu. '
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Huarsos: nepsuunas (uauonaruyeckas) BJIIBIIL. Tipo-

JIATIC MUTPaNBHOTO KianaHa | ¢t
Bryx npobanna, 13 ner (or chira). XKanoGs1 OTCYTCTBYIOT

Orpunaer Hanu9ue Kakux-mi6o sabonesannii B anamuese. [Ipu

O0BEKTHBHOM OCMOTpPE IMPEKOPAUAIbHAA OOIACTh HE H3MEHEHA,

I'paumipl OTHOCHTENBHON CEePACIHON TYNMOCTH B Hpeenax HOD:.

mel. Ilpu ayckyneramun cepredusic ToHb! purMugable, YCC —
66 B MuHyTy. B T04uke BoTkMHa — Dp6a BHICTYIIMBACTCS BHYT-
pucHcTonHYeCKuH mendoK. Co CTOPOHBI IPYyTHX CHCTEM — 6e3
TaTOJIOTHH.

Ha SKT" — purm cunycossiit ¢ YCC — 50 B mumyTy, <o
— 457, P-0,06", PQ-0,1"", QRS-0,08"", QT-0,44"". QRS B o1~

pepenusx I, AVL tuna gR, III u AVF tumna 1S, 3aKmoueHue: cu-

-Hycosas Gpazuxapus. BIITIBIIL. ®enomen ykopouenworo PQ.
Ha YIICJT: no MBB BCAIT — 143 mc, BBOCY maxc. — 1060

mc, KBBOCY make.— 450 mc, UPCY — 120 (Bo3pacthas Hop-'
Ma = 94 B 1 MunyTty), nocae MBB BCAII — 73 mc, BBOCY

makc.— 750 mc, KBBOCY. makc.— 210 mc. Iokazarenn ¢yn-
KIUK CHHYCOBOTO y371a B npenenax Hopmsl. BJITIBIIT ocraercs.
B03MOXHBIX TAPOKCH3MANIBHBIX TAXUKAPIUI B CBA3M ¢ HAIHIH-

€M YKOpoueHHOTo P(Q He BEIABIEHO.

ITo manuBIM BXOKapHHOCKOHIIH — HPOoJaNC MUTPAJIBHOTO

KnanaHa [ crenenu. ’
Huaruos: nepsuunas (uauonarnueckas) BJITIBII ®eno

Men yxopouennoro PQ. Ilponanc murpansnoro Knanana | cre-

HCHH.

Hous np66aHL[a, 30 net, BHyuKa npoGanaa, 12 ner (1o 10~

yepu) Obinu 310poekl. Jlauasie DKI, anexTpodu3nozornyeckoro

HCCICTOBAHHS, 3XOKAPIHOCKOIIUN HE BRUIBHIM OTKJIOHESHUH OT.

HOPMBEL.

Taxum oGpasom, kak BHIHO Ha pUC 6.2.2., HAPYIICHHS cep-
ACYHOMH HPOBOAMMOCTH HAHONIATHYECKOTO reHesa no Tuiy BJITT-
BIII" BeisBIens! y npobanna, 50 e, ero CcoiHa, 32 JIeT, u BHYKa
13 net. J[oub 1 BHyYKka npobGanzia GbUIH 310POBBL.
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6.3. Honumopgpuzm I/D 2ena AII® u ananuz
mumoxondpuansroii JTHK y Gonsrsix

€ REPEUURBIMU HAPYUEHUAMU SHYIMPUCEPOSUHO
npogodumocmu

Homamopdusm I/D rena ATI® moxHo PaccMaTPHBATE KaK
TOTCHINAIBGHO KAHAMAATHBIA [V IIHPOKOTO CHEKTPa Cepicy-
HO-COCYIHCTOH IATONOTHH. AHIHOTEHSHH — MPEBPAILAIOIIHI
epMEHT, SBIAIOMMIACS OJHUM U3 BAXHBIX KOMIOHCHTOB PEHUH-
aHTHOTCH3MH-AJILIOCTEPOHOBOM CHCTEMBI, MHAYLHPYET BhIpa-
foTky anruorensuHa I, xoroprii B cBOI0 ouepens, MOBbIIAET

- TOHYC COCYIOB M PETYITHPYCT POCT SHAOTEIHOLHTOR. Cambein et

al. (1992) seinBunyIn npeanonoxenue o BEPOSATHOMH pOsiH roMo-
3HIOTHOTO HOCHTENLCTBA NENAEUHH Kak (haKTopa MOBBILECHHOTO
pHICKa CCPICIHO-COCYTHCTRIX 3aboneBanuii [72]. Tloka3ans! ac-
coupanuu I/D nomumopdusma rena AIID ¢ sccennmanbuol ru-
neprensuei [136, 261], kopoHapHbIM arepocKiepo3om [40, 721,
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nudapxrom muoxapza [40]. Ho nccnenosannsie B HameH padore
acconuanuu I/D mosmumopdusma rena ATID ¢ wanonarnueckumu
HAapYIICHWAMH CEPACIHOH TIPOBOMUMOCTH paHee He H3Y4aluch
APYTHMHM aBTOPaMHU.

Honyuennoe HaMu pacipencneHHe alIened npoxeMoHC-
TpHpOBaJio Npeobnaganue 9acToTel D-awrens (mereuus) B Tpym-
ne npoGaHAOB C HAHMOHATHYECCKHMH aTPHOBCHTPUKYIAPHBIMH
GrokayaMu pas3saM4YHOM CTENCHH TUKECTU. B rpyine arpHoBeHT-
PUKYIIpHBIX 6n0oKaz gactota D amnens — 66%. 310 1ocTOBEPHO
OTIHYAETCS OT YaCTOThl JACIHCHUH B TPYIIEC KOHTPOMSL, KOTOPAst
coctasnger 31ech 56% (p<0,05).

B rpynmie 00MbHBIX C BHY TPHIKETYAOYKOBBIMY OJIOKafaMu
cepaa HaoGOpoT OTMEYEHO NpeobiafaHue 4acTOThl I-ammens
(uncepums) — 65%, ¢ onuHaKoBoOH YacToTol Kax B rpynme Gno-
Kaj IpaBoH, Tak W JeBOH Hoxek myuka ['mca — mo 63%. Dro
JIOCTOBEPHO OTIMYAETCH OT HacTOT HHCEPHUH B KOHTPOJBHOIR
rpynne (MHCepUus B rpynmne koHTpois — 44 %).

B rpynre Gompuex CCCY wactors! amieneii I/D pacmpe- -

JCIHIACH NOPOBHY — 110 50%.

Tenorunst 1, ID u DD rena ATI® y GonbHBIX ¢ HARONATH-

YECKUMH HAPYIIEHHAMHU CEPIACUHOI NPOBOIUMOCTH GLUIA BBISB-

aensl y 13,27 1 16 4ei10BeK COOTBETCTBEHHO, T. €. Pacpe/ieicHnue

TeHOTHIIOB HAXOMMIOCH B PaBHOBecwH Xap/u — Baiinbepra.
Fenorun 1D npeobnanan y GonbHAX ¢ HAHONATHYCCKHMHI

aTpHOBCHTPUKYIApHbIME Onoxasamu (vacrora reworuna 1D 8
nasHOH rpymie Oonerbix 11 nporus 3 mis reroruna 1l u 8 mos

regorrna DD). B rpynme uanonatMyeckux BHYTPHKETYIOUKO-
BBIX O/I0KaJ OTMEYEH pocT yacTtoThl renotuna I (remotun 11 B
JaHHoIi rpynie 6oMBHBIX cocraBun 13 npotus resoruna [D — 9
u reroruna DD — 6). Haxonnenye y naiuenToB ¢ uauonary-
YECKHMH aTPHOBCHTPUKYNAPHBIMH GIIoKazamMu cepiua amiens D
w resorama 1D, a y GombHBIX € MAHOHATHIECKUMH BHYTPIOKENY-
IOYKOBBIMH Onoxazamu cepiaua annena | u remotuna 11 ceuge-
TENBCTBYIOT O TOM, 4TO TIPHHANCKHOCTD K J3HHBIM TeHOTHIIAM
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cepana.

ABNACTCA PAKTOPOM pucKa nauHO# matonorwu. B To xe Bpems
CHWKCHHME COepKanus amens I u redotuna Il B rpynme narmu-
CHTOB C MAHONATHYE CKUMH aTPHOBEHTPHKYJIAPHBIMY GIOKaRamMu
YKa3hIBaeT Ha NPCHOXPAHAIOLIYIO PONL 3TOIC FEHOTHIA B OTHO-
IICHUHU Pa3BUTHA 3TOT0 3abosesanus. To jxe MOKHO nmpenmoma-
raTh ¥ B OTHOLICHHY WMAMOTNATMYECKHX BHYTPIKETYIOUKOBBIX
Gioxan cepaua. Amnens D u renorun ID urparor [IpeIOXPAaHIIO-
IIyIO POJIb B PA3BHTUH 3THX IATONOFHYECKUX COCTOSHHUIA.

Jlas oeHKy accoumanumii monHMOPQHBIX MapKepoB I'eHa
AII® ¢ paronorudeckuM (EHOTUNOM PaCCUMTHIBAIH OTHOCH-
TenbHbli puck RR 3abonepanus. Anamms pacnipeseneHus map-
KepHbIX ameneil 1 u D CYMMapHO Cpei GONBHBIX HAHONATH-
JECKUMH HAPYUICHHAMH CEPAEYHON NPOBOAMMOCTH M B IPyIIE
KOHTPONA BBISBUI aCCOLMALMH C BHYTPHIKCIYOUKOBBIMH cep-
Aeunsivy Gnokagamu (x2 = 5,332; p = 0,021; RR <1) 3a cuer ac-
COnMaLMi ¢ OJIOKaTaMHU JIEBOI HOXKY nyuxa ['mca (x2 = 4,065; p
=0,044; RR <1). Taxum o6pazom, HocuTean aenenun rega ATID
UMEIOT MCHBIIHMA PHCK Pa3BUTHSL BHYTPHIKETYIOUKOBEIX GIOKA

Wcnonbsys TecT Ha HEpaBHOBECHE TPH HACICHOBAHHM
(Transmission/Diseqilibrium Test) [33], Mb1 BeIBUIH, 4TO 60IL-
HBIC ICTH Hallle HACIeAYIoT aiens D (nenenus) or rereposuror-
HBIX PONUTENEH C WIHONATHYCCKHME aTPHOBEHTPHKYIAPHBIMI
Grioxazamu cepaua, T.6. HMEET MECTO ACCONMAmua amtens D ¢
HMONATHYCCKHMY aTPHOBEHTPUKYIAPHBIMY GI0OKaaMH.
B name# kimuHMKe OBUI TAKKe TIPOBE/CH AHAIN3 MHTOXOH-
Apuanproit JHK y GonbHEIX ¢ HapyLIeHusMu cepaednoit 1poBo-
zumoctd. [To0yIUTENbHBIM TOIYKOM K JAHHOMY HCCIICIOBAHHIO
OBUIO TO, YTO B KIMHHYCCKUX NPOABICHUAX MHOIHX MHTOXOH/I-
pHATBHBIX GONE3HEH NPUCYTCTBYET IOPAKEHHUE CEPAUA — Kap-
JHOMMOTIATHUSL: .
Derbrinski et al. (1992) [91] noxaszanu, uto xpo-
HHYECKas HENOCTATOYHOCTL JHEPrHH (B TKaHAX cepl-
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Ha ¥ MO3ra) ACCOLMHPYETCS ¢ HAKOILUIEHHMEM TIEeHETHYeC-
Kkux mnospexiaeHud B mutoxoHapuanesHod JHK (mMTJHK),
a MMEHHO B TKaHH cepaua y OOnbpHBIX C XPOHHYECCKOH TI'h-
fmoxcuedl ¥ KapAMOMHONATHAMY [0 CPaBHEHHMIO C KOHTPOJIL-
HOM TpYHMOH € BO3PACTOM YBEIHYMBACTCSA YacTora Jeie-
muu pasMepoMm 4997 map ocHOBaHME MEXJIy HOBTOPAMH B
13 nap ocuoBauuii u reramu AT®-a3sr 1 NDS .

WuTepecHo uccnenosanue, IOATBEPKIAIONIES BO3ZMOXK-
Hoe yuactie Hapymenui MTJIHK B pasBuTHH MaTOIOTHYECKUX
COCTOSHUM CEPNEYHO-COCYAUCTON CHUCTEMBI, BBINOIHEHO NPH

H3YYCHHUH YacTOTbl Jenenuii B MUTOXOHAPHAIILHOM I'CHOME Y

3/[0POBBIX JIHIl PasHOTO BO3pacTa M GONBHBIX ¢ KOPOHAPOCKIE-
posom (Corral — Debrinski et al, 1992) [84]. bouto ormeueno,

410 HeaeuMy B OTACHbHEIX paiionax Mt/IHK y OonsHbIX KOpoHa-
PpOCKIiepo30M peructpupyores B 7-200 pas Hallle, €M Y 30O~

BBIX JIMI] TOI'O XK€ BO3pacTa.

B pesynwrare Gomsuroil nenemun MtJHK (mo 7 K6) Ha-

GarofaeTcst CHIPKCHHE aKTHBHOCTH epMeHTOB KoMimiekcos I, TIT

u IV muroxouapuii. B pe3ynsrare 37010 pa3BUBacTC YHOMSHY-

TeIA Boiie cuaapoM Kepaca—Ceiipa [14].

Psin uccnenopartenell OueHWIM MyTamuy ¥ f1onuMophusm

muroxouapuanbaoit JJTHK y GoibHBIX ¢ AWISTaUHOHHOH Kap-
nmomuonarueii {131, 232].

U nOCcKOIBKY UCCICHOBAHUE PECTPHKIIOHHOTO IIOJIMMOp-

¢usma MT/IHK y G0mBHBIX ¢ MAMONATHYECKHMH HapyMICHUAMH

CCp,IIS‘—IHOfI OpoOBOJHMMOCTH PAHEC HE HpOBOlII/UIOCL, HaM MOoKasa-

J1ach HHTEPECHOH 3Ta 00NacThL HCCIENOBaHUN.

CpaBHeHHE YacTOT caiiToB pectpukiuuyu D-nernu mt-
JIHK B rpyrmme GONBbHBIX ¢ HAHONATHYCCKUMY HAPYLIICHHUSIMH
CepACHHON TPOBOMMMOCTH H B KOHTDOIC BBIABHIO JOCTO-
BEpHOE MOBHIIIECHHE uYacToThl caWira Hae 111 16517 B rpyn-
e 6ompusx (P = 0,0480). Pazgenenue rpynnsl GONBHBIX 110

JoKanu3anuy OIoKagbl (aTPHOBCHTPHKYIAPHEIC ¥ BHYTpPH-

)KCIIYJIO‘IKOBI:IG) moKasajao, 94TO IMOBBLINICHHC YaCTOThI 3.’1‘01“0‘
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caiiTa 60J1€€e BHIPAXKEHO B IPyNne GONBHBIX C aTPUOBCHTPUKY-
aspupiMu GI0Kajzamu, riae oxa cocrasuna 86,36%. YposeHs
3Ha9UMOCTH NIP¥ CpaBHeHHHM ¢ xoHTpolem — 0,0059. Takum
00pa3oM, MMEET MECTO aCCOLHAlM BapHaHTa «+» MO CallTy
Hae III 16517 mtIHK ¢ HapymeHusIMHU CepACIHON TPOBOAH-
MocTH, Goliee BRIpaXKEeHHas B ClyYae aTpPHOBEHTPUKYIAPHBIX
OoKa. '

- Takum o6pasom, usameHuuBocts MTJHK npeacrasms-
eT cobol BO3MOXKHBII HpeApacnoiararomuii Gakrop naro-
re¢HE3a MAHOMATHYCCKUX HAPYWECHHH CepACYHOH NpOBOLU-
MocTH. OUeBHUIHO, UTO 3aMEHA HYKJICOTH/a B YBOJIOLHOHHO
KOHCEpPBAaTHBHOH oOnactu tpancnoprHoii PHK mpusogut
K HApYUICHHMIO BTOPUYHON CTPYKTYpsl Moyekyasl. Takas
tpancnoptaas PHK ne cnocobra HopManbHO GyHKIMOHH-
poBaTh, YTO BEAET K NAJACHUIO YPOBHA CyObpeuHul QepMeH-
TOB JbIXaTEAbHON LENH, KOTUPYEMBIX MHTOXOHAPHAIbHBIM
reHoMoM. CHHKEHHE aKTHBHOCTH MeTaboNHIeCKIX IIpoIec-
COB B MHUTOXOHJPHAX NPHBOAUT K MaJCHHUIO HPOH3BOACTBA
AT® u HapyWIEHHMIO HOPMAIBbHOTO HEPreTUIECKOro Gaan-
ca muokapaa. Msyuenue nmomumopdusma mt/IHK B nannom
aCIIeKTe DPACIIMPHT BO3MOXHOCTH KJIMHHUHCTA B paHHEH
OHMArHOCTHKE, & 3HAYHT, H B CBOCBPEMCHHOMH TEPAITHH STHX

" 3a00JicBaHHUI.

Pesynerarsl uccnenopanuii B 00nacTH MOUCKA KaHIHIAT-
HBIX T€HOB MAHONATHYECKHX HAPYIICHHH CepIeYHON IIPOBOLH-
MOCTH JUIs NPaKTHKYIOLIETO Bpaya Ype3BbIYAMHO BAXKHLIL, T.K.
OHM MO3BOJIAIOT IPEICKA3aTh OONE3Hb Y OKA 340POBOrO Yelio-
Beka uim y Oymymero pebenka (npeHarajbHas JIHANHOCTHKA), .
30 QeKTUBHO NPOBOMMTL NPOQUIAKTHKY H JICUCHWE, BKIIOYAs
U TeHoTepanuio B OymymieM. 3HaHue KaHIWIATHBIX TE€HOB 3TOH
TIATOJIOTHH, HHTHMHBIX MEXaHH3MOB B3aHMOJICHCTBUA B CHCTEME
«TEHOTHII — CPElia» MO3BOMHT MPEAYNPExIaTh MaHmpCCTaumo
3aboneBranms.
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6.4. Knaccudpukayus nepsuunsix
3a60/1€6AHUT RPOBOOAYEIL CUCINEMBL CCPOUA

TaxuM 00pa3oM, B HACTOAIIEE BPEMs MOXKHO BBINCIHTH
TPYNILy NepBHYHBIX 3abonesanuil ¢ nopaxenuem [ICC. Dru 3a-

foneBaHAd PazIUYAIOTCA MEXIy cobok 1o 0coOEHHOCTAM Te-

YCHMA, 3aKOHOMCPHOCTAM HACICOOBaHUA. Ho obnenunser ux

HEpBUYHBIN XapakTep MpOIEcca, OTCYTCTRHE CBI3H ¢ MOpaKe-
HHEM MHOKapa, KIAlaHoB ceplia H KOPOHAPHBIX COCYAOB H BO
MHOTUX ciiydasx ceMeiHslid xapakrep 3abonesanus. [lenecoob-
Pa3HO BHIIENCHHUC 3THX 3a00NeBaHuii B OTHEIbHYIO IPYIIY, KO-
TOpas AOJKHA ObITh Kak-To o0o3nadcha. Ham mpencrasisercs,

YT0 110 aHajJoruy ¢ NEPBHYHLIMHA MUOKAPAHOIIATHAMUA, HCPBHY- -

uele 2abonesanust IICC MokHO OBUTO OBI HA3BATh HMEPBHUHBIMH
KOHAAKTONATHAMH. Y UHTHIBAs MHOT00Opa3He 9THX 3a00MeBaHIH,

HX CaMOCTOSITEIBHOCTE KaK HO30JI0TMH, MPEACTABAAETCS HEIeCo-
00pasHpIM cosfaHHe X Kilaccu¢ukanuu. B nacrtosmelt paGore

IIPCACTABIACTCA BApUAHT TaKOH KJ'IaCCI/I(I)I‘IKaIIHH

Knaccuduranua nemembe 3aGoneBaHuit npOBOAS-

Hieif cucTeMbl cepAna

1. CuaapoM c1abocTH CHHYCOBOTO y3/1a:-

a) C H30IHPOBAHHBIM IOPAKCHHEM CHHOanI/IaJILHOH
30HEI, : » _
6) ¢ pacnpoCTpaHEHHBIM (MHOTOYPOBHEBEIM) HOPAKCHHEM
MPOBOAKAIICH CHCTEMBI CEPINA.

2. [IpokcuManbHas ATPHOBCHTPUKY/ApHAs OI0Kaza.

3. JIByCTOPOHHHE HPOrPECCHPYFONIHE BHYTPIIKETYI0UKO- -

Bbl¢ Giiokazs! (Oonesns Jlesa, Jlenerpa).

4. OnHOCTOPOHHHE IxoﬁpoxaquTBeHHme BHYTPHKEIYIOU-

KOBBIC OJIOKaIbI.

5. HaciencTBeHHbIC 3a00IeBaHus M CHHAPOMBI C TIOpaXKe-
HUEM aTpPUOBEHTPHKYJIPHOTO coenuHenus (6onesns Kypmma-

Ha—IIItelinbepra—Dbarrena, cunapom Kepuca—Ceiipa u ap.).
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6. Taxmaputmuy, cBA3aHHbIE ¢ (YHKIMOHUPOBAHUEM JIO-
MOHUTEBHBIX TyTeil mposeaenus (cuunpomsl WPW, CLC).

B 3akmoucHue CrielyeT OTMETHTh, YTO XOTS K HACTOSINEMY
BPCMCHU HAKOIUICHA ONpeAencHHas uHGOpMais o HepBUYHEIX
3abonepannax [ICC, oxuako B 1esoM BOHPOCOB 1O JAHHOIT npo-
brieme ocraetca Gonbrie, deM orBeTos. He H3ydeHa, B 9aCTHOCTH,
PacHpOCTPaHCHHOCTs GONBIIMHCTBA ICPBHYHBIX 3a00JiCBaHMI
HCC (xonnaxronaruit). IToka Mbl He MOXEM C ONPCHEICHHOC-
ThIO OTBCTHTH HAa BONPOC, BCCIAA JIM 3TH 3a00Je€BaHus IeHCTH-
YECKH ICTCPMUHHPOBAHBL. COBEPIIECHHO HENOCTATOUHO U3YYEHBI
3aKOHOMEPHOCTH HX Hacixenopanud. Heobxomumo nanpHeiinree
U3YYCHUC PACHIPOCTPAHCHHOCTH, FCHCAIOTHH U MEHETHKH, 3aKO-
HOMEPHOCTCH TCYCHHS i IPOrPECCHPOBAHHUS MEPBUIHBIX 3abone-
Banuit [ICC.




7. HEPBUYHbIE
MUOKAPOUOIIATUH

[epsuunsie muoxapnuonarnu (IIMK) — o6mupHeIit kinace
3a0oneBanuil MHOKApIa, KOTOPOMY B TOCIEIHHE NECATHICTHS

yaeJsercs B nureparype Oonbinoe saumanue. [IMK SBJIAIOTCSL
OZIHOM M3 BXHEHIIHX NPUYMH KH3HCYTPOXKAEMBIX CEPACUHBIX

ApUTMHUH M BHE3AITHOH CEPAEYHON CMEPTH B MOJIOIOM BO3PAcTe. -

B nocnennee necarunerne 6bITH NpoBeIeHB! OOUIHPHEBIE HCCTIE-
JOBaHHSA, B KOTOPHIX ObUTa yOCAWTENBHO TOKA3aHA HCKMIOH-
TEJILHO. BEICOKAS POJIb TEHETHIECKUX (JaKTOPOB B PA3BUTHH ITUX
3aboneBanuil. JKu3HEyrpoxaeMsle KeIyJ0UKOBBIC apUTMUH BO3-
HHKaOT y 20% Gonbaeix ¢ F'KMII, BHe3anHas cepacyHas cMepTs

— y 4% B TOI, NPHYEM NOCHEAHAS YaNle BOSHHKAET ¥ MOMOXBIX -

mofeH ¢ 6€CCUMITTOMHBIM HITH MaJIOCHMITOMHBIM TEUEHHEM 33~
6oneBanus [160]. Bcem 3tuM 00BACHAETCS BKIIOYCHHE JAHHOM
ITIaBbl B HACTOAIYEO MOHOTPapHIo. :

Kax ussectno, [IMK nmenstcs Ha 3 Gonbliuue Iy rH-
neprpoduaecKue, THIATANHOHHBIC U pecTpukTHBHLIE. Hanbonee
MOAPOOHO M3yYEHA POJIb TEHETHYECKHX (PAKTOPOB B Pa3sBUTHH

runeprpoduyeckoit [IMK (I'TIMK). I [IMK — ot0 Hacnenc- .

TBEHHOE 3a00/1€BAHNE MBIIIIBI CEPAIA, XaPAKTEPUIYIOILEECS 1~
nepTpodued MUOKApAA IPEHMYLICCTBCHHO JIEBOTO JKEIYA0UKa,
JIe30praHu3aLell MHOLHTOB IMIEPTPOPHPOBAHHOTO MHOKapHa

(dissaray), GbuOPO3HEIMU H3MEHEHHSMH B MHOKapzie. JTa Hapy-:

IICHMS MOTYT IPHBOMUTL B KOHEYHOM HTOrE K CEpIACYHOM HENo-
CTATOYHOCTH, aPUTMUSIM M BHE3aHOH cMeptH. Pacnpocrpanen-
Hocts TKMIT cpenu HaceneHus cocrasnaer 0,2% [11].

B Hnacroguiee BpeMs He BBI3LIBAET COMHEHUS, UTO
I'KMIT — 5T0 HacleAcTBeHHOE 3a60JIeBaHuE, KOTOPOE 00yCIOB-

JICHO MYT&IIH@ﬁ I'CHOB, KONHPYIOMINX 6enkn CEPACUHBIX CAPKO-

MepoB. Ha ceropusimnuil gens uacaruduimpopano 10 resos u
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Gosiee 150 Myranuit, OTRETCTBEHHEIX 32 pazsurue 'KMII. bosus-
LIMHCTBO MYTaLMK -—— 3T0 MHCCEHC-MyTanus [200]. Takum o6pa-
soM, I'KMII sBAseTCA MONMNIEHHBIM H MYIbTHAIIEILHEIM 3260-
nepanueM. B tabnune 7.1. mpencrasieHs 0CHOBHbIC, H3BECTHDIE
B HACTOAIUEE BPEMS I'HBI, OTBETCTBEHHbIC 32 pazsurue TKMIT u
HEKOTOPBIC hCHOTHIHIECKHE IPOSBIEHHA, CBASAHHBIC C MyTaL[H-
SMH B 3THX I'eHax.

Bonee yeteptr Beex cnyqyaes TKMIT o6ycnosneno MyTa-
nuaMu B ree MVH7, xonupytomum Tokenyio Henb B-Muo3uHa
[160]. B macrosunee Bpems o6mapyxeno Goiee 60 PasIHIHBIX
MYTAaIlMH B 9TOM reHe, BhisbBatontinx [KMIL. Ha nomo Myrarpii
B resax cepaeanoro tpomonusa T (TNNT2), Muosun-ceszasnoro
C-6enxa (MYBPC3) npuxoamres no 15% ciygaes I KMII [174,
253]. Ommcanst cembu Gombupix ¢ TKMII, y xoTopsIx He yAaBa-

JIOCh BBIIBUTH HU OHY U3 NPEICTABICHHON B Ta0NuIle MyTaLi
[183].

‘ Tabnuya 7.1
Tennt, oTBeTcTBEHNBIC 32 passuTHe TKMIT
€ PASIHMHLIMA KAMAHYECKHMM IPOSBACHHAM
[6, 160,203, 217, 256]
T'KMI1 Jloxyc | Ten Bemox Ksmanueckne
» TPOSBHEHNS
FKMIT1 | 14Q12 | | MYH7 Taxenas uens B-mu- Bericoxuit -
: . {o3uHa - puck BC
TKMIT2 | 1932 INNT2 -Cepaeunsiii Tporio- Bricokuii
ou T puck BC mpu

HE3HAYHTENb~
HO BBIp@KEH-~

Hoii IJIK
TKMII3 | 15q22.1 | TPM1 Q~TPONOMHO3UH YMepenro -
] BBID@KEHHAs
TTIK
TKMIT4 | 11pll.2 | MYBPC3 | Muosun-cea3smarn- Huskas vac-
: mui nporent C 1 Tota BC
5. 3akas Ne 2994 : ' 113




AnuxagsHag
UK

FKMITS | 15qll ACTC Cepleanbiil a-akTHH

TKMIT6 {7936 PRKAG2 | y-perynsropHas cy6n-
eanHuLa AM®-axTu-
BHP. IPOTEHHKHHA3EI

Huacronruec-
Kas qMChyHK-
U MHOKapAa

TKMIT7 | 19p13.2 | TNNI3 Tpononus |

FKMII8 |3p21.3 |MYL3 Jlerkas uens OCHOBHO-

ro MHO3UHA

TKMIT9 | 12q23- {MYL2 Jlerxas nens peryss- Maccusnas
q24.3 TOPHOI'O MHO3HHA THIEepTpodus
TaTHIAPHEIX
MBILI
TKMIT 2q24.1 TIN Turnr

10
TKMII11 | 14q1 MYH6

Jlerxas nene o-MHO-
3HHa

IFKMH 3p21.3- |} TNNCI Tpononun C
12 14.3
T'KMIT Murto-
14 XOHJpH-
aybHasg
JHK

Mytaupu B reHax cepaeysoro tponoduaa T (TNNT2) 1=
enoif nemi B-vuozusa (MYH7) conposoxnatorces 6ornee BBICOKHM

puckomM BHe3anHoi cveptH [200, 253]. Tlpyu MyTanumm B rege TpOro-

mHa T cmepTs HacTymaer B Gonee MOnomIoM Bo3pacte — 10 30 ner.

[py namrmm MyTalFy B 5TOM I'eHE THIEPTPOUS JEBOTO JKeTy0uKa

" MOXKET OBITh YMEPCHHON M HE BRIABIIATHCS JAXKE PH 3XOKAPIHOTPa-
(bmeckoM uccienosanuu [200, 253]. Vuurtsisadg 1o 06CTOATENECTBO,
YTO PHCK THDKEIBIX JKEIYAOUKOBLIX ApUTMHH 1 BHE3AHOH CMEpTH y
Gombrbrx ¢ 'KMI, 06ycroBIeHHBIX MyTALHMAMH B PA3IAYHBIX TCHAX,
ABIIETCA HE ONHO3HAYHBIM, JIHK-miamocha y 2THX DONBHBIX HHX

PONCTBEHHHKOB CTAHOBHTCS OCOOCHHO aKTyaIbHOM.
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Hmeerca nensiii pan coobmenuii o couerammu IKMIT ¢
cunnpomom WPW. B 2001 roxy M. Gollob et al. [113] nokasa-
JIM, 4TO Ta4K0€ COYECTAHUE MOXET OBITh o6yciIoBIeHO My Tanueil B
rene PRKAG2, xoTopbiit JIOKamu3oBal Ha XpoMOCoMe 7q34-36.
ABTODHI OTMETHIIH, YTO HAPALY C OHMCAHHON BLIIIC NATONOIH-
ell, Ipyu MyTaHMH B 3TOM reHe HaGIIIONAIOTC TAaKKe HapyHIcHHUI
aTPHOBEHTPHKYIAPHOH nporoammoctr. Coueranme TKMII ¢
cunzpomMoM WPW MoxeT Habnionarses Takxe IpH MyTauuu B
rede Tpononuaa I — TNNI3 [133], npn myramun A324G mu-
ToxonapuansHoi IHK [178]. Bonee nompoGuas uudopmanus o
coyeranuy I'KMIT ¢ cunapomom WPW npencrasnena s paznene
«Curapom WPW».,

Wmaonarmaeckas munsaranuonnas KMIT (AKMIT) — 310
XPOHHYECKOE 3a00/EBAHNE MBIIIIIB! CEPALA, XAPAKTEPHIYIOLIEe-
Csi MJIATALUCH JIEBOTO KETYL049Ka U HAPYIICHHEM €r0 CHCTOJH-
4ecKoH QYHKHEH ¢ OBICTPHIM Pa3BUTHEM 3aCTOMHOM cepreuHoi
HeRocTaro4HoCTH. 3abomeBaemocts JIKMIT 20 na 100000 Hace-
nenust [11]. Sruonorus JKMII, no-summmomy, HEOIHOPOIHAS.
Ec BOSHUKHOBEHHE MOKET GBITh CBA3AHO C IICPEHECCHHBIM MUIO-
KapAWTOM, TOKCHYECCKUMH, UMMYHHBIMH ﬁospexneHHﬂMn.'ﬂoxa-
3aHHBIC CEMCHHBIC (TCHETHYECKH-CTePMUHIPOBAHHBIE) CIyIan
HKMII cocrapnaor 25-35% [128, 165]. Haubosee 1acro BCTpeE-
HaeTcs ayTOCOMHO-ZOMHHAHTHBIA THHI Haciegosanus JIKMIT
(oxono 80% Beex cemeliHbIx Ciryuaes), ayTOCOMHO-PEIECCHBHLIH
THII HaCIE[OBAHHA BBUABICH B 16% ciyuaeB, X-ClEMeHHbIH
IIyTh HacnenoBanus Habmonancs y 2-5% Gonbaeix [128]. Onuca-
HO yxKe 0k0n0 20 JIOKyCOB, OTBETCTBEHHBIX 32 pasBurue JJKMIT

[216, 221]. Haubonee uacto BcTpedarorcst MYTallMH B I'EHE Cep-

Aeudoro anbga-axtuna ACTC [182], 9% cnyuaes cemeitnoii
JKMII cBs13aHbl ¢ MyTalUsaMy B TEHE TSOKEAOM 1IeITH B-muo3una
MVYH?7, 3% — ¢ MyTaumsMu B TeHe CepACHHOro TponoHuHaT —-
TNNT?2 [249]. Myrauun B rese TNNT?2 06nanaroT BEICOKOH cTe-
TICHBIO IICHETPAHTHOCTH M BHICOKOI 4acTOTOM BHE3aIHOH cMepTH
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B MOJIOZIOM BO3pacre, Myrtauuu B reie MYH7 Gonee nobpoxa-
gecteerHbic [184]. Tlpu MyTauuu 8 rene namuua (LMNA) Ha-
1OONBUIYIO OMACHOCTD JUI GONBHOrO NPEACTABIAIOT HAPYIICHUS
purma-u nposopuMmoctu [125]. IlostoMy B ciiyyae BhIABICHHS
MyTall{¥ B 9TOM I'€HE 1€]1€C000pa3sHO paccMaTpuBaTh GONBHBIX
KaK KaHAUJaTOB Ha UMILIAHTAMIO 3JIEKTPOKApIHOCTUMYIATOpA
i AK]L ' _
Myrtauuu MHOrux reHos, eeizpiBaromux JKMII, Moryr
NPHBOAUTEH TAKXKE K IPYTUM CEPIEIHBIM PACCTPOHCTBAM: THIIED-

Tpodmaeckoit u pectpuxtupHoit KMIL, cunapomy Bpyrana, He-:

KOMIIaKTHOMY JICBOMY 3KEIYNOUKY, CHHApOMY VimuHeHHoro. QT,
ABB n zip. Yacts 9THX pacCTpOICTB MOXET COYETATHCS NPH My-
TAalMK B OHOM U3 [EHORB. :

OOmenpusnano, 4YTO TIEHETHYECKas TeTepOTEHHOCTD
HKMIT 6ymer co Bpemenem Bospacrars. [lo-sumumomy, MHOTHE
TeHBI, OTBETCTBEHHBIE 3a pazpuTue JKMII, eme ne I/III@HTI/IQ)HHI/I;
posanst. Kak yrmoMuHanocs seie, B 65-75% cnydyaes macienc-
TBeHHYIO npupoxny JAKMIT yeranosuts He yaaercs. Bee 3710 moka
CYIIECTBCHHO 3aTPYHHACT MOIEKY/LIPHYIO ZHarHoctuky JJKMIT:

8. SAKVIFOYEHHE

B nactosmed MOHOTpaduu HaMH CllellaHa IOTBITKA OIle-
HUTD POJIb TEHETUYECKUX (PAKTOPOB B BOSHUKHOBEHUH PA3IHIHBIX
apurmuit. [Ipexne Bcero, MpeACcTaBiieHb! JaHHbIE O TEHEATOTHH |
TCHETHKE HNEPBUYHBLIX apuTMMH, T.C. apuTMui, HE CBA3aHHBIX C
KaknMu-nu60 3a00IeBaHHAMY ¥ B BO3HUKHOBEHHH KOTOPHIX HI-
PaIOT OYEBUIHYIO POTTb HACHEACTBCHHBIE (DAKTOPHI.

Cpenn nepsHYHBIX apuUTMHI 0COOBIT MHTEpEC BHI3BIBA-
I0T MOHOTCHHbBIC apuT™MuH. Cpey HUX OCHOBHYIO PONb WIPAIOT
apUTMHH, BHI3BAHHBIC ONMHOYHBIMIL MyTAIHSMH B FeHaX HOHHBIX
KaHanos — xanajonarud. Ipommo seero 20 net nocie Toro, kKak
Obia BBIABICHA 1-1 Takas MyTtanms. Ho 3a npomenmmii cpapuu-
TeIbHO HEOOMBIION PO BPEMEHHU BBIABICHB! H ONHCAHA Le-
nas rpynia 3a60NeBanuil, BEI3BAHHBIX TAKAMY MYTALWMAMY, 06-
HapPYXEHB! JECATKY MYTallHil, OTBCTCTBEHHEIX 34 BO3HUKHOBEHHE
atux 3abonesanuit. IIpu sToM 65U10 OGHAPYXEHO, YTO MyTalUH
B Pa3MYHbIX F€HAX MOTYT BHI3BIBATH CXOAHBIC (DEHOTHIIMYECKHE
NPOSBICHUA. DTO fABJCHWE MOJYYHIIO HA3BAHHME TEHETUYECKOI
(HeannenbHOI) rereporennoctH. Haubonee ApkuM OpUMEPOM
TaKOH TECHETHYCCKOH I'€TEPOTCHHOCTH SABIACTCH, KAK BUIHO M3
NPEICTABICHHBIX JIaHHBIX B |-i IaBe, CHHAPOM YIAJIHHEHHOTO
nutepsana QT, KOTOpBIA MOXKET BO3HHKATH IIPH BO3HUKHOBEHHH
myTanmii B 7 reax. W sra uudpa He SRNACTCS HCUEPIBIBAIOIIEH.
Cunnpom xoporkoro QT MOXKeT BO3HHAKATH PH MYTalHIX B 3 Te-
Hax. OTa nudpa ToXKe, 10 BCCH BEPOATHOCTH, He ABJIACTCS OKOH-
YaTENbHOM, YIHTHIBAs «MONONOCT» JAHHOTO CHHIPOMA.

OnHOBPEMEHHO € 3TUM Da3MYHBIC MYTAILMH B OXHOM M3
TCHOB MOHHbIX KaHAIOB MOIYT BBI3BIBATH COBEPIIEHHO Pa3/M4-
Hbl¢ PCHOTHIMIECKHE POABNEHNS (ANINebHAd TETEPOTEHHOCTS ).
[Ipumepom 31010 MOTYT CITYKHTh MYTALHH B Tefie HATPHEBBIX Ka-
HanoB SCNSA. PasnmuuHble MyTalMH B 9TOM T'CHE MOTYT BHI3bI-
Bars cuHpombl yiuturenHoro uurepsana QT (LQT3), bpyrana u
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Jlepa—JIenerpe. Ho npu cunnpome LQT3 Qynkipis HaTpHEBBIX
KaHanoB, kogupyeMmbix SCNSA, nospinena. B 1o xe Bpems npu
cunnpomax bpyraga u Jlepa—1Jlenerpe QyHKiMA 3THX KaHANOB
noHmkeHa, [Ipasja, CTPORHOCT ITHX PacCyXKACHUH Hapyiaer-

Cs TEM, 4TO BCTPeYaroTca rubpunusie ¢genorunsl. Tax, omucan

KIMHHYECKHH CIIyqaH, KOra y OZHOTO H TOT0 e GONBHOro 6B

BRIABJICHB! CPa3y 3 YIOMSHYTHX Bbimie cuaapoma [51).
Kanasnonaruy Ha3bIBAKOT CIIE «IIEKTPHICCKUMH GONE3HI-

- MH cepaua». ITocrenHee Ha3BaHMe CBA3aHO C TEM, 4TO COIIAc-

HO CYIIECTBYIOIIMM MPEACTABJICHHAM HpH 3THMX 3a00jieBadmsx .

HMeeT MEeCTO HapyuleHHe GOPMUPOBAHHUSI IIOTEHIHANA JICHCTBYS
B MHOLUTAX H BO3HHKHOBEHHE apHTMUH, 00YCIOBICHHOE STUMHU
Hapymenusymu. CTpyKTypHble H3MEHEHHS NIPH 9TOM B MHOKapné
He BeuBaArorcs. Ho B mocnenyromemM o6HapysxeHo, 4T0 paccMmar-
puBaeMasi 3aKOHOMEPHOCTh PACHPOCTPAHACTCS HE HA BCE KaHa-
nonaruu. Tak, MyTaums B rede RyR2 moxet npMBOIUTH Kak K
BO3HUKHOBCHHIO IIOMMMOP(HOIT KaTeX0NaMHHIPTHIECKOH Kely-
IOYKOBOH TAXMKAPIMH, TaK M K aPHTMOICHHON NHMCIUIA3MYU TIpa-

BOTO KEJIyI04Ka, TPM KOTOPOI MEeperpy3ka MHOIMTOB IPaBOro

KEIyNo4Ka KanblueM, 00yCIOBICHHHAS MyTAILHEH B PACCMATPH-
BacMOM T'¢HE, IPUBOIHT K allONTo3y (IporpaMMHUpPOBAHHON Kile-
TOYHOHM CMEPTH) C ONHUCAHHBIMH BHIIIE (IIaBa 2) CTPYKTYPHEIMH
H3MEHEHUMH B MHOKapHe. Bonesus Jlesa—IJleHerpe, Kak yKassi-
BAJIOCH BBIILE, TOXE CONPOBOKAACTCS CTPYKTYPHBIMU H3MCHEHHU-
SAIMH, HO B IPOBOAAIIEH CHCTEME Cepla. YUHTHIBAA 5TO, TEPMUH

«INIEKTPHUCCKHC bone3Hn CCpAay 1o OTHOIICHWIO K YKa3aHHbIM

KaHaJIonaTHAM YK€ HC ABIBICTCH aJCKBATHRIM.
Bcee HCPECUHCIICHIIBIC KAHAIONATHH ABIAOTCA MOHOICHHBI~

M¥ 3a00CBAHUAMHE, H BCE OHU HACTICAYIOTCS 110 MCH/IETIEBCKOMY
trny. K MoHOTEHHBIM 33007ICBAHHAM MOXHO OTHECTH U HACIENC- |

TBEHHBIE (QOpMBI CHHApoMa WPW, a Taike nepBHYHBIE MHO-
‘xapauonarun (MKII). Iocnennum 3aGoneBannsaM B HacTosme

MOHOI‘pa(i)HI/I TAKKC YIOCICHO BHUMAHMC MIPCKIAC BCCTO. TIOTOMY, -

910 OyyuH F€HETHYECKH NeTepMUHUpoBanubiMu, MKIT, xak ru-
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neprpoduueckas, TaK ¥ AMISTALUOHHAS, YaCTO CONPOBOXKIAIOT~
cst TxenbiMy aputMuamu. MKIT ssnsiores oxpmoit w3 maubGonee
YaCThIX NPHYMH BHE3ANHOH apUTMHYECKON CMEPTH.

Croxsee o6CcTouT €510 ¢ HHTEpIpeTanueil STHONOTHH Ta-
KUX aPHTMHH, KaK TIepBUYHBIE QUOPHIUALUS TIPEACEPRUEL, CHEJI-
POM c11aboCTH CHHYCOBOTO Y3I1a, BHY TPHIKEIYIOUKOBEIC 1 aTpHo-
BCHTPUKYIApHbIE Onokamel. B wacru cnyuaer otu 2a60nenanuns
MOXHO OTHECTH K MOHOTCHHBIM. O6 3T0M IIOIpOGHO TOBOPUIIOCH
B COOTBETCTBYIOIIMX INaBaX MoHorpadgmu. Ho B GonpmmucTee
Cly4aeB 3THOIOTHA 3THX 3a0O0NEBAaHUI, TO-BHAUMOMY, CBA3aHA
HE ¢ MYTaUMAMH B OTENbHBIX TCHAX, & C ONPE/IEIICHHBIM COYETA-

| HHEM HOHHMOpd)HBMa PAa3IMYHBLIX I'CHOB, TAK Ha3bIBACMBIX TEHOB

NOBEPKEHHOCTH. CKPHHHMHT T€HOR NOIBEPKEHHOCTH, U3YUCHHE
HX HONMMOp(U3MA NPH PasiuyHbBIX 3a00EBAHUIX COCTABILET
BaXKHEHIIee HAIPABNECHUE COBPEMEHHOM TeHETHKY.

B 4acTHOCTH B HalueH KIMHMKE TAKHE HCCIIETOBAHMS IPO-
BOMIIKCH NMPH QUOPHIIALHHA HpeAcepaunii (COBMECTHO C WHCTH-
TyroM Tepanun CO PAMH), BHY TPIXeIyI0YKOBBIX M aTPHOBEHT-
PHKYIAPHBIX 6II0Kazax (COBMECTHO C HHCTHTYTOM MEMHIMHCKOR
resetuky CO PAMH). Pesymbrarsr s1HX HcCneoBanuii npen-
CTalleHbl B HACTOALICH MOHOTpa(Hy U OHH, HECOMHEHHO, GYIyT
HPOJODKEHBL. AKTYalIBHOCTb 3TUX HCCIECHOBAHHI 3aKIIOIACTCA
IPEXKIE BCETO B TOM, 4TO MOJYyUCHHbIE PE3YILTATH HO3BOJAT B

JaNbHERIIEM BRIABIIATE TpyHny pucka B OTHOIICHWH BO3ZHHKHO-

BCHUA CEpACYHBIX apUTMHMH CPEJM POICTBEHHHMKOB OONBHBIX C
JaHHBIMHU 3a00EBaHUAMHU.

BaxxHO OTMETHTE, 4TO ONpEACHCHHEIH MOMUMOp(H3M He-
KOTOPBIX KAHIU/IATHBIX TCHOB MOXET CHOCOGCTBOBATD BO3HHKHO-
BEHHIO HE TONLKO APUTMHH, OTHECEHHBIX K Pa3pALy HEPBHYHBIX.
Kak noxazany Hamm uccuenoBanus GONBHBIX ¢ QUEpHILIIIMEt
IPENCEPAnH, ONpPEAECTICHHBIE BapHAHTH NOAMMOPOUIMA FeHa
p-anpernopenentopos (rerorunst Ser49Glu u Glu49Glu) cro-
cOGCTBYIOT BOSHHKHOBEHHIO HE TONBKO TiepeuuHoil ®I1, Ho u ®I1
Ha ()OHE pa3NUYHBIX CepiedHsX 3aboneBanuii. CrnenosarensHo,
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FEHETHYECKHE HCCIIENOBAHMS TAKOT0 POIA MOTYT %HOCDGCTBOB&TB
IPOTrHO3UPOBAHMIO BOSHHKHOBCHHS OCIIOKHEHHH, B TOM YHCIE
apHTMHYECKHX TIPH PaslIiYHBIX CEePAEYHbIX 3a00IcBaHMIX.
Taxum 00pasom, reeTHka Bce GONEE aKTHBHO HHTEIDH-
pyeTcs B KapAMOJOrHio. JIOCTHXEHHS TeHETHKY TO3BOJISIOT BbI-
ABUTH STHOJIOTHIO IIEJIOTO Psifa CepAeYHbIX 3a00ICBaHMil ¥ CHH-
APOMOB Ha MOJIEKYISIPHOM YPOBHE, IPOTHO3UPOBATHL HX TEUCHHUE,

Yixe MOSBHINCH PCKOMEHIAMN 110 Haubolee paHHOHaHBHOﬁ;

TEPAIHU apHTMHUN B 3a8BHCHMOCTH OT XapakTepa BBI3BABILCH HX
MyTatps. [IpEMepoM MOXET CHYKUTb CHHOPOM YIUIMHEHHOTO
uuteppana QT. 4 |
Her comuenmst, 9To, yuuThiBas CTpEMHTENLHOE PA3BHTHE
TCHETHKH, HAllM 3HAHHA 0 T€HEATIOTHH U TCHETUKE CEPIEIHBIX
apuT™MHi GyﬁyT OvicTpO pacTy, ¥ 5T 3HaHUA BYIYT npHOGpeTaTh
' BCe GOMNBIIYIO TPAKTHICCKYIO HANPABICHHOCTD. YUUTHIBAS 370,
AaHHas MOHOrpadus MOXET OBITh IIONE3HON IS MPAKTHYSCKUX
Bpaueii-KapAMONIOroB ¥ IOCITYXKHTh CBA3YIOLUM 3BEHOM MY
KapAHOIOTaMH H TeHETHKAMI.

CIMHACOK COKPAILNEHUIL

ABB — aTPHOBCHTPHKYIAPHAA GiloKaa

AJl — aprepuampHOE faBieHne. ]

AJIIDK — aputMmorennas aucrizasus TIPABOTO KEIYI0YKa

AKJ[ — asroMaruyeckuit KapanoBepTep-aedubpumistop

BJIBIIT — 6nokaga jaesoii BepxHeH BeTBU nyyxa I'uca

BB®CY — ppems BoccTanoBmeHus $yHKIHH CHEYCOBOTO y31a

BB — BHYTpIKeNyIoYKoBas Siroxana

BC -— Bresanuas cMepts

BCAIT — ppems CHHO-aTPHANLEHOTO NPOBENICHHSA

TJIX — runieprpodims nesoro WENYAOUKa

I'KMIT — runeprpoduyeckas KapAHOMHONATHS

AKMII - nunaranuonnas KapIHOMHOTIATUA

JHK ~— nesokenpubonkytennonas KHCAOTa

APCY —— ycruumeri pury CHHYCOBOTO Y312

KITKT — KaTCXOAMHIEIPTHICCKas ONIHMOP)Hast KETYAOIKOBAA TAXHKAPANS
MAC — Mopransu-Aname-Crokca (npucryner)

MBE — menmraMenToshas sereTarnsras Or1okana

MTHK — MHTOXOHApHanbHas JJHK | ’
HBJIHII — senonnas Gi10xaza neroit BoxKH ny4ka ['mca ) ?
HBIHIIT — Henomnas Grokana npaBoH HOXKH nyuxa I'uca
TIBJIHIIE — nonsas 6nokana aesoii Hoxiy ryuxa I'nca ;
TIBITHIIT — nonmas 61okana NIpaBoit HOXKH Iyyxa ['uca i
HNMK — npostanc Mutpansroro kianana

PHK — pubonysiennonas xncnora

CH — cepreunas HeocTatounocts

CCCY —- cunapom cnabocrn CHHYCOBOI'O yana

CY — cunycosmif yzen

TI — tpeneranme npejgcepani

DI — pubprmnsius npencepamit .
UTICJHIT — wpecnuesonnas CTUMYISAINA JICBOTO IPSACEp AT
3KC — DHEKTPOKAPAHOCTUMYIISTOD

3®H — snexrpodusnonornyeckoe HCCHE0BaHHE
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