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Tpusedennvl pesynvmamul 06ciedosanus u nevenus 20-1emmueco 6016bHO20 ¢ ONUMETLHVIM AHAMHE30M CUHKONALb-
HbIX COCMOSIHULL, Y KOMOP020 Obll OUASHOCMUPOBAH CUHOPOM Kopomkozo unmepeara QT, 6 xode d3HOOKapOUaIbHO2O
ANEKMPOPUIUOTOSUYECKO2O UCCIE08AHUS NPU NPOSPAMMUPOSAHHOU DNEKMPOKAPOUOCTIUMYIAYUU UHOVYUPOBAHA Pub-
PUNAYUSL IHCETYOOUKOB, UMO SBUNOCL OCHOBAHUEM OJisL UMIIAHMAYUU KAPOUosepmepa-0euopuiismopa.

KiroueBblie cioBa: cuHAPOM kopoTkoro nurepsana QT, BHe3anHas cepiaedHasi CMepPTh, JHAOKAPAHAIbHOE
31eKTPOPHU3UOIOTHYECKOe HCCICI0BAHUE, NPOrPpAMMHMPOBAHHASA JJICKTPOKAPIUOCTUMYJISANUS, KETYI0YKOBAs
Taxukapaus, GuoOpHIANU XKeJTyI04YKOB, HMILIAHTHPYEMbIH KapauoBepTep-1epuépuiiarop.

The data of examination and treatment were given for a 20-year-old patient with the long history of syncope, in
whom the short QT interval syndrome was observed and ventricular fibrillation was induced in the course of endocardial
electrophysiological study during the programmed pacing, which was an indication to implantation of cardioverter-

defibrillator.

Key words: short QT interval syndrome, sudden cardiac death, endocardial electrophysiological study, pro-
grammed pacing, ventricular tachycardia, ventricular fibrillation, implantable cardioverter-defibrillator.

B mpaktuyeckodl MeaMIIMHE HAUOOJEE MIUPOKYIO
H3BECTHOCTb MOJIYYHII CUHJIPOM YUIMHEHHOTO HHTEepBaja
QT, accouuupoBaHHBIN ¢ pa3BUTHEM BHE3AIHON cepred-
Hoit cmeptu (BCC). Bonbioe BHUMaHue Bceraa yuems-
JIOCB JIMIIb YBEITMYCHUIO IPOOKUTEIILHOCTH HHTEPBaIa
QT, Torma kak 0 MPOTHOCTUYECKOM 3HAUYEHUHU yKOpOde-
Hust uHTepBana QT ¥ HMKHMX JOIYCTHMBIX TpaHUIAX
OBUIO 3BECTHO HEMHOTO. BriepBble Ha CBSI3b YKOPOUCHUS
nHTepBasia QT u pa3sBUTHS KU3HEYTPOXKAIOIIUX Cepied-
HbIX apuTMuil ykaszanu L.Fei u A.Camm B 1995 rony [3].
Cunypom kopotkoro nntepBaia QT (short QT syndrome,
SQTS), kak camocTosTeIbHOE 3a00JICBAHUE C BBICOKUM
puckom BCC, 6bu1 onucan Gussak I. u coaBr. Ha mnpu-
Mepe CeMBbH C NapoKcHu3ManbHOU GopMmoii GpudprsIN
npejacepaAnii U NOCTOSIHHBIM yKopoueHreM uHTepBana QT
B 2002 roay [7].

HopmanbHON NpoJoIKUTENbHOCTBIO HHTEpBaja
QTc cuuratorcst 3nauenust ot 340 mo 440 mc. 3HaueHus
QTc < 320 Mc MOTYT CIIy’)KUTh OCHOBAaHUEM JJIsl OCTa-
HoBku guarHoza SQTS. 3uauenus QTc = 320 - 340 mc
SIBIISTIOTCSL  TIOTPAHUYHBIMHM, W HEPENKO IPEJCTABISIOT
TPYZHOCTH JAJISl HHTEPIpEeTalui. YKOpOUEHHE UHTepBaja
QT MoxxeT UMeTh BTOPUUHBIN XapakTep. YCKOpEHUe Bpe-
MEHU IEKTPUUECKON CHCTOJIBI J)KEITYI0UKOB Pa3BUBAETCS
Ha (hoHE HapyIIEHHH 3JIEKTPOIMTHOrO OOMEHa, MpexKie
BCEro TUNEPKAIMEMUH, TUNEPKaIbIUEMHUH, alUi03e U
WHTOKCHKALIUU  CEpJIeUHbI-
MU DMKo3uzamu. IlepBuu-
HBIl CHUHAPOM KOPOTKOIO
unrepBasna QT pa3BuBaercs

paxrep. Hacnencreennas ¢opma SQTS nepenaercs no
ayTOCOMHO-JIOMUHaHTHOMY Tumy [9].

[Ipu nmepBUYHOM CHHAPOME KOPOTKOIO HHTEpBaja
QT omnmcanbl MyTanuu B reHax o-CyObeJMHMII KaHAJIOB,
4yepe3 KOTOPbIE MPOXOJSAT UCXOJSIIUE PEHOISPU3YIOLIHe
KaJreBble nOHHBIC TOKU [1, 2, 9]. Kak BuaHO u3 Tabm. 1,
NPUYMHON 3a00J€BaHMs SBISIIOTCSl HAPYILEHUSI B TEX XKe
reHax, KOTOpbIe OTBETCTBEHHBI 32 YacThle ()OPMBI CHHIPO-
Ma ymiuaeHHoro uatepsaina QT (LQTS). Oxnako GpyHKIH-
OHaJbHBIE d(PPEKThl MyTalUi, NPUBOASIIINX K CHHAPOMY
kopotkoro unrepaia QT (SQTS), auamerpanbHO TIpO-
THUBOIOJIOXKHBL. V3MeHeHHast paboTa OeKOBBIX KaJINEBBIX
KaHaJIOB XapaKTepU3yeTCsl yBEJINUEHHEM KaJIUEBbIX TOKOB,
TO €CTh YBEJIMUEHUEM BBIXOJla HOHOB Kalus U3 KJIETKH, a,
ClIeZI0BaTeIbHO, U CKOPOCTHU pernoispusanuy, yto Ha DKI
nposiBiseTcst ykopouenuem unrepsana QT. Tax xe, kak u
npu LQTS, HapylieHre HOpMaIbHON NMPOAOIIKUTEIBHOC-
TU TIPOLIECCOB PENOIIAPU3ALUU B MUOKApAE >KEITyJOUYKOB
BeIeT K 3HAYUTEIbHON HErOMOTE€HHOCTH 3JIEKTPUUYECKUX
MIPOLIECCOB, YTO SIBISIETCS] CyOCTPATOM JUIsl Pa3BUTHS KH3-
HEYrpOXKAIOLUX SKEIyJOYKOBBIX ApUTMHH, M, CleA0Ba-
TENbHO, MPUYMHON CHHKOMANbHBIX cocTosHuil u BCC y
OOJIBHBIX C ATUM 3a00JIEBaHUEM.

VYkopouenue unTepBasna QT HabmromaeTcs Takxke B
(uznonornueckux yciaousx, npu pocre YCC. Onnako y
OoJIBHBIX ¢ TIepBUYHBIM yKopoueHneM QT uyacro Habir0-

Tabnuua 1.

Monekynapno-zenemuueckue 6apuanmsl CUHOpoma Kopomrozo unmepeana QT

BenencTBue  reHermuecku | Bapmant SQTS | Jloxanmsamms T'en BenkoBeIi IpOayKT
ACTCPMUHUPOBAHHOIO YKO- | SQTS1 7q35-36 KCNH2 | a-cyobenunnia kanmeBoro kanana (IKr)
POHCHUI TIOTCHIMAIA z[eﬁc: SQTS2 11p15.5 KCNQI | a-cyobeaunuiia kamueporo kanana (IKr)
TBHUS M HOCHUT ITOCTOSIHHBIH

wacTorHo-He3apucuMeni xa- | SQTS3 17q23.1-q24.2 | KCNJ2 | a-cyobenunuia kanueBoro kanaia (IKr)
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Jlaercsi mapajiokcanbHoe (Opaan3aBUCHMOE) IOBEICHHE
nntepBana QT mpu yckopenun putma. IIpu pocte UCC
MIPOJOIDKUTENLHOCTh MHTepBaia QT yBenmunBaercs, u
JlayKe MOYKET JIOCTHIaTh HOPMaJIbHBIX BenuuuH. [lapamok-
casibHOe YKopoueHue uHTepBaia QT cBS3BIBAIOT C TPSIMBIM
JICWCTBMEM MEIUaTOPOB IapacHMIIaTHYECKOW HEPBHOM
CHCTEMBbI, HHTHOMPYIOIINX KaJbIIUEBBIH TOK M aKTUBUPY-
IOLIMX KAJIUEBBII U alleTHIXOJIMH3aBUCHMBIN TOKH.

IIpu mporpamMMupyeMoil 3leKTpUYECKON CTUMYIIS-
LIUH y MAIMEHTOB C CHHAPOMOM KOpoTKoro nHrepsaina QT
HaOIoaeTcsl BBIPAKEHHOE YKOpoueHHe 3(PPEKTUBHOTO
pedpakreproro nepuoaa (DPII) npexcepauit u sxenyao4-
koB. B 80-90% cnydaeB mpu nmpoBEACHUN dHIOKAPUATb-
HOTO H3JeKkTpodusnonorudeckoro uccienoBanus (DDU)
y OOJBHBIX WHIYLUHUPYIOTCS JKETYJOUKOBasl TaxXHKapIus
(OKT), dubprmsiius xenynoukos (DXK). dpyroit yactoi
Haxonkoi y GombHbIX ¢ SQTS sBustorcst mpeacepaHbie
TaxuKapauu, KOTopble BcTpewarorcsi y 70% TporeHToB
OonbHbIX. [lokazaHo [4], YTO HapOKCHU3MANBHBIC W/WIH
MOCTOSTHHBIE (hOPMBI  (GUOPMILIALUK TIPEACEPANH MOTYT
MaHH(pECTUPOBATh KaK C 3-4 NEeCATWIETHS KU3HHU, TaK U
BBISIBISITBCSI B TIOIPOCTKOBOM BO3pacTe U OBITH NEPBHIM
CHMITTOMOM 3a00JICBaHHSI.

HccnenoBanust 3PEKTUBHOCTH Pa3IUUHBIX TPy
aHTHapuTMHUYeckux mnpenapatoB (AAII) nposeneHs! npu
HaOJIOIEHNH JINIITE HeOOoNbIIOro yKcia nanneHtos. K Ha-
CTOSILIIEMY BPEMEHH IOJYYEHBI JaHHBIE O JIOCTOBEPHOM
yBeIM4YeHUH npofomkuresibHocT QTc Tombko mpu npu-
eMe XMHHMHA, aHTHapUTMHYeCKoro rpenapara [A kimacca
1 OTCYTCTBHHU (P PEKTUBHOCTH TAKHUX MPENapaToB, KaK co-
Taxoi, uoyTunua, dpruekauHu [S, 6].

Y4auThIBas yKa3zaHus Ha BO3MOKHOCTB ITOBBILICHUS
AKTUBHOCTH OBICTPOTO KOMITOHEHTA KaJIMEBOT'O TOKA C 3a-
Jiep>KaHHBIM BhITIpsiMIIeHneM (assl penonspuzanun (IKr)
B pesyabrate myrtanuu rena KCNH2 (HERG) F.Gaita u
coaBT. pemniu nporectuposats AAII III kmacca Tuna
cotaioyia M MOYTWIMIA, SBISIOIINECS CEJICKTHBHBIMU
6nokaropamu IKr [5]. Ognako 3TH nmpenaparsl HE YIUIH-
vsanu uHTepBan QT. Bbuto mpeamosnoxkeHo, 4yTO MyTa-
LU TIPUBOJAT K MOTEPE HEKOTOPHIX (PU3UOIOTHUESCKUX
peryJIsITOpHBIX MexaHu3MoB, u IKr cranoBsiTcs HedyBc-
TBUTEJIBHBIMHU K IIperaparaM, OKa3bIBalOUIUM CIIeHUu(H-
4yeckoe neiicTBue Ha 3TH KaHanel [2]. Takum oOpasom,
IIPU Ha3HAYEHUH JICKAPCTBEHHON TEparuu JA0JDKHA OBITh
MIPHUHSTA BO BHUMaHNE I'eHETHYECKasi FeTepOreHHOCTh 3a-
6oneBanust. DPPEKTUBHOCTD XUHU/IMHA, TPUBOJSIIETO K
yauHeHuto uatepsaia QT, mokazaHa TONbKO JJis TEX ma-
LIMEHTOB, Y KOTOPBIX 3a00JIeBaHNE BHI3BAHO MYTAILIUSIMH B
reie KCNH2. OTBeT Ha 1eKapCTBEHHYIO TEPAIUIO Malu-
enToB ¢ SQTS, Ber3BanHOM MyTanusaMu B reHax KCNQ1
u KCNJ2, moxeT otninuarbes [2].

Takum 00pa3zoMm, XUPYpPruuecKkoe U MeJUKaMEeHTO3-
Hoe jedyeHne SQTS u ponb reHeTHvyeckux MPUYHMH €ro
pa3BUTHS NPECTABISIIOT OONBIION nHTEpec. Hamum kiu-
HUYECKUM TPUMEPOM MBI XOTHM IPOJEMOHCTPUPOBATH
yyacTHe TeHeTHYEeCKHX (PaKTOpOB B reHe3e 3a00s1eBaHums, a
TaKke 00paTUTh BHUMaHUE HA PsiJl 0COOCHHOCTEH XUpyp-
THUYECKOTO JICUCHHUS.

Bonvrou JI, 20 nem, nocmynun ¢ omoenenue xupypeu-
4ecK020 JledeHus Maxuapummull ¢ Hcanooamu Ha nuU300bl
nomepu Co3HaAHUs ONUMETLHOCHBIO O HECKOIbKUX CEKYHO

76

Wi [

I
T

e

Puc. 1. ®pazmenm cymouno2o monumopupoganus IKI'
no Xoamepy. Odvsacuenusn ¢ mekcme.

00 HECKONbKUX MUMYm 0e3 4emKoll Cesi3u ¢ NPOBOYUPYIO-
wium ghakmopom. Ilepegwiii npucmyn nomepu cosHanus pas-
suics y nayuenma 6 gospacme 1,5 nem, conpogodicoancs
CHUDICEHUEM 0aslienus, OMmCcymcemeuem nyived. B oanvheri-
wem nogmopuwvie 3nu3006 nomepu coznanusi. Cocmosnue
ObLIO pacyeneno Kaxk SNUTENMUYECKULl CUHOPOM, 6e2emo-
cocyoucmas OUCMOHUS O SUNOMOHUYECKOMY MUNY U Ha-
3HAYEeHA COOMBEMCMEYIOuas mepanus, 6 Mom ducie ye-
pebponuzuH, 6e3 s¢hgpexma.

Ilpu nposedenuu cymouHo2o0 MOHUMOPUPOBAHUS
OKT no Xonmepy 6vi1 00HOKpaAmHo 3apecucmpuposan K-
monuueckuil npedceporviil pumm. Hauam noobop anmua-
pummuyecxou mepanuu. OOHaxo, 3¢pghexma om neuenus: He
nOC1e006aA10, NPUCHIYNBL NOMEPU COZHAHUSL NOBMOPSIUCD.
Ilpu 603HUKHOBEHUU NPEOBECMHUKOE NOMEPU CO3HAHUSL
66110 2P PexmusHo 66edeHUe KOPOUAMUHA, CYILbHOKAMPO-
KauHa unu npekopouaibhuiil yoap. /{eoe poocmeennukos
1O MAMEPUHCKOU TUHUL YMEPTU 6HE3ANHO, 8 803pacme 00
50 nem. dnexmpoxapouoepaguueckoe uUccied08anue uUm
He npoeoounoce. Y mamepu 6016HO20 OMMeUeHbl CUHKO-
nanbHble COCMOSHUS 8 IOHOCTIU.

Ilpu cocnumanuzayuu nayuenma na IKI 6vin 3ape-
eucmpupogan curycosvitl pumm ¢ YCC 70 yo/mun, evico-
kuti 3y6ey T 6 npexopouanvuvix omeedenusix. Heckonvko
pas Qurcuposanoce ykopouenue unmepeana QT 0o 335-
340 mc. Iayuenmy Ovina bINOAHEHA MACHUMHO-PE30-
HAHCHASL MOMOSPaqhus, He GblAGUSUAS OAHHBIX 30 HATU-
yue apummozenHoll oucnaazuu cepoya. Ilpu npoeedenuu
cyuHmuepaguu Muokapoa 3HauuMvlx Ooegekmos nepgy-
3uu He 6vL10 GvlsAsieHo. 1o danHbiM dx0KapOUOepaduu
KAANAHHOU U AHAMOMUYECKOU NAMONOUU He BblAEIEHO,
cokpamumenvras chocobnocms muokapoa JDK coxpanena
(paxyus evibopoca 61%).

Yuumeieas omsazowennviii cemetinwiti anammes no
BCC u omcymemeue cmpykmypHuIx usmeHeHutl 6 MUOKap-
de, y nayuenma OblIO NPEOnoONONCEHO HANUYUe 2eHem-
yecKu 0emepMuHUPOBaAHHO20 3a001e6anUst U3 ePYnnbl Ka-
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Hanonamuil. B cesasu ¢ smum 6vin 63am anaiuz Kposu 07
npo6edeHUs MONEKYIAPHO-CEHEMULECKO20 UCCIe008AHUS 6
'V Meouxo-eenemuueckom yenmpe PAMH.

B xo00e obcredosanuss npu nosmopHom CymouHom
monumopuposanuu IKI" no Xonmepy ovina ommeuena ¢go-
Hogas aneeayusi ceemenma ST 1 ymm, makcumanvhas sie-
sayusi cocmaeuna 3,2 Mm 8 npedympennue 4acel Ha ghone
nosigienus 610Kkadbl npasou Hoxcku nyuxa luca ¢ mopgo-
noeuetl rSr (puc. 1). Pe3ynomamsi agmomamuyecko2o ana-
nuza unmepesana QT noxazanu snavenus unmepeana QT na
HudicHell epanuye Hopmbl (cpednecymounwiii QT cocmaesun
345 mc, QTc - 332mc).

Hayuenmy 6vi10 6vinorneno DOU, 6 xode kKomo-
PO2O npu NpoGedeHUU NPOPAMMUPYEMOL CIUMYIAYUU
¢ 0syms cmumynamu ¢ 3adepxckamu 220 u 200 mc unoy-
yuposana npobesxcka neycmouuueon KT ¢ onunou yuxna
340 mc. Heobxooumo ommemums, umo npu nposeoeHuu
Ha2py304HOU hapmakonpodbl ¢ HOBOKAUHAMUOOM OMMe-
uyeno Hapacmanue snesayuu ceemenma ST 6 omeedenue
VI-V2 no cpasuenuio ¢ ucxoonou IKI Ilpu nosmoprom
npoBedeHUl acpecCU8HOU NPOSPamMMblL C UCHONb308AHUEM
mpex axcmpacmumynos ¢ zaoepickamu 210, 200 u 190 mc
uHOYyyuposana npooonxcumenvras nonumop@uas KT, ¢
mparncgopmayueti 6 DK, KynuposanHas HApPyICHOU Kap-
ouogepcuet (puc. 2).

B coomsemcmeuu ¢ pexomendayusimu Bcepoccuii-
CKO20 HAYUHO20 00Uecmea CNeYUaIucnmos no KIuHU4ecKou
AMEKMPOPUIUONO2UY, APUMMOLO2UU U KAPOUOCHUMY IS
yuu om 2005 2., nanuuue y nayuenma cUHKone ¢ Heycma-
HOBNEHHOU NPUYUHOU (Ha mom Momenm), 00YClo61eHHOU
eemoounamuyecku snayumou ycmouuusou KT, a makoce
Hanuuue @)K, evizvisaemori 6o epemsi DDU, dvL10 abco-
JIOMHBIM NOKA3AHUEM K UMIIAHMAYUU Kapouogepmepa-
dequopunnsmopa (UK/) (knacc I, yposenv ookazamens-
nocmu: B). Ha ocnosanuu uezo 6viia nposedena onepayus
umnianmayuu ooHoxkameprozo UK/ GEM III VR 7231,
VCMAHOBLeH pexcum cmumynayuu no mpedoganuio (VVI
¢ uacmomotut 40 umn/mun). Ilocreonepayuoniwiii nepuoo
npomexan 6e3 0Ci0MHCHEHUL.

Iocne evinucku nayuenm cman npeovssusimy Hcd-
1006l Ha Heodcudannvie cpabamvieanus UK/, npu smom
nayuenm yKaszvleds, 4mo He owyuiaenm Hauyaio npucmyna
apummuu. IIpu xonmponvuvix mecmuposanusix MKJ] noc-
e onepayuu ObLIO OMMEUeHbl HEMOMUBUPOBAHHbIE CPA-
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bamvieanus. Cnedyem ommemumy, 4mo YKOPOUEHHOMY
unmepsany QT nocmoanHo conymcmeosano yeenuyeHue
amnaumyowt T 3y6ya, ymo A6ULOCL NPUYUHOU Unepuys-
cmeumenvrHocmu 3y6yoe T u coomeemcmeeHHo HeMOmu-
BUPOBAHHBIX pa3psi006 (8 3a 6 mecsiyes nocie UMNIAH-
mayuu). Tlosmomy y dannozo nayuenma, 6 omauyue om
nayuenmos ¢ cunopomom yoaunennoeo unmepsaia QT,
oeouinas yyecmeumensnocms R u T 36106 dondcna Ovimo
MeHbule U HAUMEHbUUAs YY8CMBUMENbHOCMb 6 DaHHell
Gasze anzopumma wy8cmeuUmenbHOCMU NOCie PAcno3HABA-
Husi 3y6ya R. B umnianmuposannom UK/ maxcumanvroe
CHUDICEHUe YPO8Hs Yyscmeumenvhocmu cocmasiusiem 75%
om amnaunyObi 0EMeKmuposaHHO20 NOMEHYUAId ¢ Noc-
NEOVIOWUM IKCNOHEHYUATLHBIM B036PAMOM K UCXOOHOMY
sHayenuio 6 meuerue 450 mc. Ilocne nposedenus uHOUsU-
OYANbHOU adanmayuy napamempos uYy6CmeumenibHOCmu
HeMOMUBUPOBAHHBIX CPADAMBIBAHULL NPU NOCLEOVIOUWUX
nposepkax ommeueHo He 6viio (nepuod HabnoOeHus co-
cmasun 25 mecsayes).

Pezynomamer  monexynapuno-eenemuueckoeo uccie-
008aHusi NOOMEEPOUNY  HAAUHUE CUHOPOMA KOPOMKO-
2o unmepsana QT. Iouck mymayuii ¢ ecene KCNH2 6vi1
npogeden memooom PCR-SSCP-ananusza ¢ nocieoyowum
NPSIMbIM CEK8EHUPOBAHUEM (PACMEHMO8 ¢ AHOMATLHOU
anekmpogopemuueckoi. noosudicHocmoto. B 12 skzone
eena KCNH?2 evisignena moueunas HyKieomuoHas 3aMeHd,
NPUBOOAWAs K USMEHEHUIO AMUHOKUCIOMHOU NOCe006d-
menvrocmu oenxa Thr9831le.

3AKJIIOYEHHUE

Wamenenns va OKI mpu nmpoBeaeHnn hapMakoinoru-
YeCKOH TPOoOBI ¢ HOBOKAWHAMHJIOM ITO3BOJISIIO TIPEITOT0-
JKUTHh CHHApPOM bpyrana, KOTOphIid He OBLT MOATBEPIKICH
TeHOTUIIHPOBaHUEM. IHTEpEeCHO, 9TO MIMEHHO Y OOIBHBIX
¢ mytauusimu B reHe KCNH2 ormedeH monoxurenabHbId
apdexT Ha QoHEe MpreMa XUHHIWHA. XWHUIWH, KaK |
HoBoKanHaMmu[, otHocutcst Kk AIIIl IA kiacca, KoTopsle
ymeperHo ymuaaoT DPIT 3a cuer momaBneHust ObICTPO-
TO JIETOAPHU3YIONIETO HATPHUEBOTO TOKA, HAMPABICHHOTO
BHYTPH KJIETKA. MeXaHU3M JCHCTBHSI XUHHUIMHA TIPH CHH-
Ipome KopoTkoro mHTepBana QT He 1o KOHIA SICeH, HO
TIpeIoaraeTcs, 4to yauinHenne narepsaia QT mpoucxo-
IUT Oaromapst ero cpoAcTBY K IKr KOMITOHEHTY KalTHeBOTO
KaHaJa B OTKPBITOM COCTOSHHU M €T0 CIIOCOOHOCTH OIo-
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(200 Jxc).
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kupoBaTh IKs KOMITOHEHT KameBoro kaHana [6].
XWHUIUH TaKXKe OKa3bIBACTCS TTOJIC3HBIM B IIpe-
JOTBPALICHUN HEMOTHBHPOBAHHBIX Pa3psaoB (B
CBSI3U C TUMCPIYBCTBUTEIBHOCTHIO BBICOKOAMIT-
JUTYAHBIX 3y010B T) y MallueHTOB C CHHAPOMOM
Kopotkoro uHTepBana QT u UMITTTAHTHPOBAHHBI-
mu UK/ [8].

Wmnnanrauuss UK sBiserca Tepanueit
BbIOOpa Ut manueHToB ¢ SQTS, HanpaBneHHON
Ha MEPBUYHYIO WM BTOPUYHYIO MPOQPIIAKTHKY
BCC. Omnako B HacTosmiee BpeMs HAKOTUICHBI
JTAaHHBIC O BBHICOKOW YaCTOTE THIICPIYBCTBHUTEIb-
HOCTH MMIDTAHTUPYEMBIX YCTPOHCTB U HEOIPAaB-
JTAaHHOM IIIOKOBOM TePAITH ITPH 3TOM 3a00JICBAaHUN
HECMOTpSI Ha CYIICCTBYIOIINEC METOIBI 3aIIUTHI
ot nperexiuu T-BomHBL. [lapsl OBICTpO crlemyro-
IIUX JIPYT 32 JPYTOM BBEICOKOAMIUTUTYIHBIX R 1t T
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3a4acTyro MPOBOLMPYIOT cpadaThiBaHue ycTpoiicTBa. Yac-
ToTa T-oBepceHCHHTa B COBpeMeHHBIX reHepanusx NK]]
coctaBnsger ot 0,5 mo 8,0%, mpuueM 3HAYUTENHHO YaIle
9Ta 1pobIieMa BO3HUKAET ITPH HKEITYT0YKOBOI CTUMYJISILINH,
YeM Ha CUHYCOBOM puTMe. B psize ciyuaeB Tpedyercs me-
penporpammupoBanne MK/, uToObr n30exkars 1mogo0HbIX
SMU30/0B.

B 3akiroueHre HEOOXOMUMO €lle pa3 MOIYEepPKHYTh,
YTO OOJIBIIMHCTBO HACIIEACTBEHHBIX 3200JIEBaHMIA C BBICO-
kuM puckom BCC HacienyroTcs Mo ayToCOMHO-JIOMUHAH-
THOMY THUITY, YTO 3aCTaBJSICT OXKUJIATh BBICOKOW YaCTOTHI
cirydaeB O0JIE3HU CPEIM KPOBHBIX POJICTBEHHUKOB ITPO0aH-
na. CoBpeMeHHBIE MOAXO0/IbI K IMarHOCTUKE TaKUX 3a0oJie-
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BaHWH, MPOTHO3 BBDKMBAEMOCTH M olleHka pucka BCC y
TaKUX MalEHTOB a TAK)Ke BHIOOP TAKTHUKH JICYCHUSI B 3HA-
YUTENBHOM cTerneHn 0a3upyroTcs Ha MH(OPMAaIMU O MO-
JIeKYJSIPHO-TEHETHYECKOM npupoze 3aboneBanus. OqHako
BBIP@KCHHBII BHYTpHUCEMEHHBIH nonumMopdu3m 3abonesa-
HUS 3a4acTyl0 HE MO3BOJISIET TOUHO BBIICHUTH CTATyC diie-
HOB CEMbH OOJIEHOTO, YTO MPHBOJIHT K 3aJIep)KKaM B IOCTa-
HOBKE JIMarHo3a, Hayajie JIEYEHUs, a MPU psAAe COCTOSHUM
- k Hakoruienuto cinyyaeB BCC B cembe. B Takux ciyyvasx,
naeHTH(UKALUS TeHa, OTBETCTBEHHOIO 32 Pa3BUTHE H3-
BECTHOTO MOHOT'€HHOT0 3a00JI€BaHMsI, aCCOIIMUPOBAHHOTO
¢ pazsutueM BCC, Oynet npsiMo yKka3bIBaTh Ha TeHETHYEC-
Kyto npenpacrnonaoxeHHocTs kK BCC.
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