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Ilpusooumcsa xknuHuyeckoe HabnooeHue no3oHell (N0 OMHOUEHUIO K KIUHUYECKUM NPOABIeHUAM) OUACHOCUKU
cunopoma yonunénnozo unmepsana QT y bonvHouU ¢ hubpombiueuHol Oucniasuetl npasoli NOYeyHoU apmepuu, SNU300a-
MU NOBBIULEHUS. APMEPUATLHO20 OABTIEHUS U CUHKONATbHBIMU COCTNOSHUSIMU.

KnwueBblie ciaoBa: CHUHIpPpOM yIlJ'll/lHéHHOFO HHTEpBaJIa QT, CHHKOIIAJIbHBIC COCTOSIHUSA, DJICKTPOKApAUO0-
rpaq)m[, CYyTOYHOE€ MOHUTOPHUPOBAHHUE JICKTPOKAPANOIPaMMbI, BHE3aITHasA cepacuHast CMEPTb, MOJEKYJIAPHO-T'e-

HeTHYEeCKHI aHaJIu3.

A clinical case report is given of late diagnosis (in relation to clinical signs) of the long QT syndrome in a female
patient with fibromuscular dysplasia of the right renal artery, episodes of rise in the blood pressure, and syncope.

Key words: long QT syndrome, syncope, electrocardiography, ECG, 24-hour Holter monitoring, sudden car-

diac death, molecular genetic analysis.

Cunnpom ymumuenHoro unrepsana QT (CYU QT)
Mpe/cTaBisieT co00l TeHETHYECKH JEeTEePMUHHPOBAHHOE
3a00JIeBaHNE C BBICOKUM PHCKOM BHE3AITHOW CEpICYHON
cmeptu (BCC), xapaxrepusytouieecsi MOCTOSHHBIM WJTH
MIpeXosIInM yuinHeHrneM uarepaia QT Ha anekTpoxap-
nuorpamme (OKI), anm3onamu norepu co3Hanust Ha GoHe
xeyaoukoBor taxukapauun (OKT) w/wim Gubpmuisum
xerynoukoB (DXK) [1].

CYU QT, kak U3BECTHO, MOXKET OBITh BPOXKIEHHBIM
wim npuodpereHHbM [1]. TlepBbiid U3 HUX OOBIYHO ITPO-
SIBIISICTCSI B MOJIOJIOM BO3pacTe (CpemaHuit Bo3pacT 14 ner).
Exeronnas yacrora BCC npu oTCyTCTBUHU JIeUEHUS CO-
crasisieT ot 0,9% 10 5% (npu Hanuyuu 0OMOpoKoB) [2], a
IIPY HEKOTOPBIX reHeTndeckux popmax pocruraer 40-70%
B TEYCHHUE NIEPBOTO rojia 1Mociie KIMHUYeckol MaHudecTa-
i [3, 4]. BCC MOXeT cTarh MepBbIM MPOSIBICHUEM 3200-
JieBaHus [5, 6].

B maroreneze CYU QT paccmarpuBarotcst 1Be OcC-
HOBHBIC THUIOTE3bI: PaHHSS - BETETATUBHOIO JucOanaHca
B CTOPOHY IOBBIIICHHSI CUMITATUYECKUX BIMSHHUH, OoJee
COBpPEMEHHasl - HapyleHus! pyHKIUH TpaHCMeMOpaHHbBIX

HOHCEJIEKTUBHBIX KaHAJIOB BCIIEACTBUE Pa3HBIX MyTallui
B I€HaX, KOAUPYIOIIUX CTPYKTYpHBIE UM PEryIsSTOPHBIC
Oenku [3]. Hapymenust (QpyHKIMOHMPOBAHUS KaJHMEBBIX,
HATPHUEBBIX WU KaJbIIMEBBIX NMOTEHIMAI3aBUCUMbIX HOH-
HBIX KaHAJIOB MPHUBOMAAT K YBEJIUYEHHUIO MPOJOKUTEIb-
HOCTHU NOTEHIMaa JeCcTBUS B KapJUOMHOLUTE, YTO MPU
COITYTCTBYIOUIMX YCJIOBHSX MOXET OOJIErYUTh IOSIBICHHE
PaHHUX WJIM MO3JHUX MOCTACHOJSPU3ALUN U pa3BUTHE
XKT/®XK. K nacrosimemy BpemeHH u3BecTHO Oosiee 700
MmyTanuil B 13 renax [1, 2], a mo HEKOTOPBIM UCTOYHHUKAM -
B 16 [7, 8].

B 1985 romy P.J.Schwartz npennioxun auarHoctu-
yeckue kpurepuu BpoxaéaHoro CYN QT, kotopsie B mo-
CIEIyIOLIeM U3MEHAINCh. B HacTosmee Bpemst [Uis TocTa-
HOBKHU jauarHo3a BpoxaéHHoro CYN QT pexomeHayroTcs
JIMarHOCTUYECKUE KPUTEPHH, NpeCTaBlIeHHbIe B Ta0. |
u 2 [2, 9]. llockonbky ynnuHeHue untepBana QT moxker
HOCHTB NPEXOAALINNA XapaKTep, a AMU30/1bl CHHKOMAIBHBIX
cocrostunii Benencreue JKT/MXK paszsuBarorcst penko, B
JIMarHOCTHKE 3a00JICBaHUSI MUMEIOT 3HAY€HHE IPOIOIKH-
tenbHas peructpanus OKI' (cyrouHoe MOHUTOPHPOBAaHUE

Tabnuuya 1.
JMuaenocmuuecxkue kpumepuu CYH QT (ECS, 2015)
Pexomenmanmu Knace | V],
CYU QT auarHoctupyercs Npy HATMYUK OJHOTO U3 caenytomux kpurepues: QTc >480 mc nipu noBTop-
. I C
Hoii peructpannu DKI' B 12 oTBeneHUAX HITH KOTHYECTBO O0autoB mo mkaine CYU QT >3.
CVHU QT auarHoctupyercs IpU HAIUYUU MOATBEPKACHHOM MaTONIOrNYeCKOM MyTalluu HE3aBUCHUMO OT I C

JIUTENbHOCTH uHTepBana QT

ITo gannbiM DK muarnoz CYU QT cnenyet paccmarpuBath nipu Hamuunu QTc > 460 mMc npu moBTOp-
Hoi peructpannu OKI' B 12 oTBeAeHUAX Y NAIIUEHTOB C CHHKOMAJIBHBIMHU COCTOSIHUSAMU HesicHOTO reHe- | [la C
3a i Jokymentiuposannoil JKT/DXK B orcyTcTBue 3aboneBanmii cepaua.

3neck u ganee, CYU - cunapom ynnuaenHoro uatepsana, OKI - sanexrpoxapaunorpamma, XKT - sxenynouxoBas Taxukap-

qust, ©K - QUOPHUIIIAIHS KEITYTOIKOB
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OKT winu MMIUTaHTHPYEMBbIe YCTPOICTBA) U TPOBOKAIIMOH-
HBIE TIPOOBI (Harpumep, mpoba ¢ GU3MUECKON Harpy3Kou
WIH C BBEICHUECM ajb(a- U OeTa-aApCHOCTUMYIISTOPOR)
[3,7,10].

Hopmanbhubie 3nauenus piurenbHoct QTe, Ba-
nuaHele ans cytounoi 3anucu DK, HaxoasTes B cTaguu
pa3paboTku. MakcHUMabHBIC 3HAUYCHUS CPEIHECYTOUHOTO
QTc y 310pOBBIX JIUIL IPY ABTOMATHYECKOM pacuerTe B pas3-
HBIX CUCTEMaX XOJITEPOBCKOIO MOHHTOPUPOBAHHUS OOBIYHO
He npesbimatoT 450 mc [11].

MeToab! MOJIEKYISIPHO-TE€HETUYECKOTO aHaIN3a UMe-

10T Oombinoe 3HaueHue B quarHoctuke CYU QT u ompene-
Taonuua 2.

Mooughuyuposannan wxkana CYU QT P.J.Schwart; et
al. (HRS/EHRA/APHRS, 2013)

IIpuznaku banst
OKI" panHbIe
>480 3
ﬁ)’()l\;f;: (o popmyne bazer- 460-479 ’
450-459 1
B. QTc Ha 4-ii MUHYyTE BOCCTAaHOBJICHHUS [IPU 1
crpecc-tecte > 480 mc
C. Taxuxapnust «torsade de pointes» 2
D. Anbrepnanus 3yona T
E. [IByropOsrii 3yder; T B 3-X oTBeIEHUIX 1
F. Peaxuii puT™M B COOTBETCTBUH C BO3PACTOM 0,5
Knunuueckue nanHble
A Cae e |
B. Bpoxxnennas riryxoTa 0,5
CemelinbIii aHaMHE3
A. Hamnuue B cembe CYU QT 1
B. BCC no 30 net Onmkaiimiero poacreeHHuka | 0,5

rae, BCC - BHe3anHas cepaeuHast cMepTh, | 0ajur - Hu3Kas
BEPOSITHOCTb, >1 110 3 OaJIOB - Cpe/IHss BEPOITHOCTD, 3,5
n OoJsee OaIoB - Beicokas BepostHocTh CYU QT

JICHUH TIpoTHOo3a 00mbHEIX [2]. [To nanHbIM MexyHapo-
HOTO PErucTpa, npuMepHo B 85% ciyuaeB 3abojeBaHHe
SIBIISICTCS. HACJIEICTBEHHBIM, B TO BpeMs Kak okojio 15%
CllyyaeB TPEJCTABISIIOT COOOW CIIEACTBHE HOBBIX CIIOH-
TaHHbIX MyTanui. IIpumepno y 10% manumenros ¢ CYU
QT npu reHOTHITUPOBAaHHUY OBIIO BBISIBICHO KAK MUHHUMYM
JIB€ MyTalllH, CBA3aHHBIC C TEHE30M JIAaHHOT'O COCTOSHUS,
YTO OINpEEssieT BApHaOeIbHOCTh €r0 KIIMHUYECKUX MpO-
SIBICHUH U XapakTepa HaclienoBaHus [4]. PesynsTaTel Mo-
JIEKYJIIPHO-TEHETHYECKOTO aHalIM3a TO3BOJIMIN CO37AaTh
knaccudukarmo CYU QT B 3aBUCHMOCTH OT MyTaHTHOTO
reHa. BoJBIIMHCTBO MAllMEHTOB C YCTAHOBJIEHHBIM JHUa-
rHozoM CYU QT oTHOcHTCS K HEpBBIM TPEM BapHaHTaM
cunnpoma: CYUQT 1 tuma (35-50% cmyyaes), CYUQT 2
tuna (25-40% cinyuaes) u CYUQT 3 tuna (5-10% cnyua-
eB) - cM. Taoi. 3. Ocranbubie renotunsl CYU QT Berpe-
yatoTcsi MeHee yeM B 1,5% cnyuaes [2, 12]. Pasnuunbie
turnbl HacnenctBeHHoro CYU QT xapakTepusyroTcst uame-
HeHueM penossipuzanuu Ha OKI': mupokas riagkast BoaHa
T nmpu CYN QT 1 tuna; asyxdasnas T-somna npu CYU
QT 2 Tuna; HU3KOAMIUIUTYHAsL U YKOpOoueHHas T-BoHa ¢
YUIMHEHHBIM, ropu3oHTaNbHbIM ST-cermentoM npu CYU
QT 3 Tuna [13].

OpHako B HacTosIIee BpeMs HE YTpaTHia akTyallb-
HocTH (eHorunuyeckas kinaccupukanuss CYN QT. Ca-
MBI pacrpocTpaHEHHbIN (EHOTUITMYECKUI BAPHAHT - 3TO
cunapom Pomano-Yopia ¢ ayTOCOMHO-JOMUHAHTHBIM TH-
MIOM HacjeAoBaHus (pacrpoCTpaHEHHOCTh | ciiydail Ha
2500 uenoBek), koTopblit BimtoyaeT renotursl CYU QT ¢
1 Tuna o 6 Tun u CYM QT ¢ 9 tuna no 13 Tun u xapak-
TepU3yeTcs U30JIMPOBAHHBIM y/UIMHEHHeM nHTepBaia QT.
Bropoii o pacnpoctpanéHHOCTH (DEHOTHI C ayTOCOMHO-
pELieCCUBHBIM THIIOM HAaClIeI0BaHUs - cuHApoM JxepBen-
na-Jlaare-Hunbcena (CYU QT-JLN1 u CYU QT-JLN2 ¢
myTanusmu B reHax KCNQI u KCNE1 cooTBeTcTBEHHO),
JUIsL KOTOPOTO XapaKTEePHO OYCHb BBIPAXKEHHOE YATHHEHUE
untepBana QT u BpoxeHHas nyxoTa [2].

Kpaiine peako BcTpewaeTcs TpeTuil (eHoTur, Xa-
PaKTepU3YIOUIUICA IKCTpaKapAUaIbHBIMU MPOSBICHUS-
MU (HarpuMmep, aHOMaJleld Pa3BUTHSI KOCTHOW CHCTEMBbI)

Taonuua 3.
Knunuueckaa xapakmepucmuxa ocHoenvlx munoe nacieocmeennozo CYUQT
XapaKTepucTukKa CYU QT1 CYUN QT2 CYU QT3
MyTaHTHBIH TeH KCNQI KCNH2 SCNSA

W3meHeHne MOHHOTO TOKa Cuamxenne IKs

Cumxenne IKr VYeunenne INa

Oco0OeHHOCTH perosipu3a-
LU Ha CHHYCOBOM PUTME

[upoxkast, cuMMeTpUYHas
BonmHa T

Hwuskast amnimTyzia BOJIHbI
T, nByxda3uas Borna T

VInuHEeHHbIH U302JIEKTPU-
geckui cerMeHT ST

DaxTophl, NPOBOLMPYIOIINE
unaykiuio JXKT tuna nupyst

®duznyeckas Harpys3Ka,
SMOIIMOHAIBHBIN CTpecc

Pe3xuii rpoMkuii 3BYK,
SMOLIMOHAJBHBIN cTpecc
(ucmyr), pe3koe Hadajao

(bu3nuecKoil Harpy3Ku

bpanukapaus
(B mokoe, BO CHe)

Junamunka QTc Ha Harpy3ke VYnnunenue

VYxopoueHue (HopManbHas

3HaYUTENbHOE YKOPOUCHHE
JIMHAMUKA)

O dhexTHBHOCTS Tepanmuu

B-a1peroBIoKaTopamH Bricokas (6onee 80%)

‘Ymepennast (oxoino 50%) Hwuskas (Hen3BecTHa)

Hunamuka QTc npu npuéme

AAII I xkmacca Her

Her VYkopouenue

rae, AAII - anTuapuTMHUeCKuil penapar
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1 ayTOCOMHO-JIOMHHAHTHBIM THIOM HacienoBanus. OH
MOJPA3/eNAeTCs Ha CIEAYIOINE TOATUIIBI CUHAPOM AH-
nepcena-Tapuna (renotunt CYU QT 7 ¢ myranueii B reHe
KCNJ) u cunapom Tumotu (rernotunt CYU QT 8 ¢ myra-
nueit B rene CACNAIc). Ilpu cunapome TumoTtn ormeua-
10T HanOosiee BeIpaKeHHOE yrinHeHue unrepsasioB QT n
QTc (mo 700 mc), compoBOKIArOIICECs: KpallHE BHICOKHM
puckom BCC (cpenHsisi mpoaOIKUTEIBHOCTh JKU3HU CO-
craBisieT 2,5 roma) [7]. Okono 50% ciy4aeB cuUHIpOMA
Amnnepcena-TaBuna u cuHapoMa THUMOTH 0OYCIIOBIEHBI
myranumeit de novo [7]. IIpu mpoBeaeHUM KOMITIEKCHBIX
TEHETHYECKNX aHAM30B MyTallMu ynaércss OOHAPYKUTh
npubnu3uTensHo y 75% O6ompHbIXx CYU QT, mosatomy or-
pUILATENIBHBINA pe3yabTaT FeHeTHUECKOro aHalIMu3a He 103-
BOJISICT TIOJIHOCTHIO UCKITouuTh Auarao3 CYU QT [13].

[Mpuodperennsiiit CYU QT oOycnosieHn Hapytie-
HUEM 2JIEKTPUUYECKON TOMOT€HHOCTH MHUOKapja WIH €ero
WHHEPBAIMH BCJIEACTBHE OCTPBIX COCTOSIHUM, XpOHHYEC-
KHMX 3a00yieBaHuil, MO0 1MOJ BIMSHUEM JIEKapPCTBEHHBIX
CpencTB (IIPOTUBOAPUTMUYECKUE, TICUXOTPOITHBIE, AHTH-
THMCTaMUHHbIC, aHTHOMOTUKH, IIPOKUHETUKH, IINTOCTATHKH
uap.) [1].

®dakTopaMu, NPOBOLMPYIOIIMMH Pa3BUTHE KHU3HEYT-
POXKAIOIMX apUTMHUI, MOTYT OBbITh (PU3MUECKasl HArpy3Ka,
SMOLMOHAIBHBIE COCTOSHUS, IUIaBaHUE, TPOMKHE PE3KHUe
3BYKOBBIC CUTHAJIBI (HAIpuMep, 3BOHOK OyIWIIbHHKA), 110-
CJICPOJIOBBIN Neprol. Peske apuTMuK BOSHUKAIOT BO BPEMsI
cHa win B nokoe [2]. [Tpumepno y 20% O0NbHBIX, HMEIO-
mux BropuuyHoe ymiauHenne QT, BwaBIsitOTCS crienuu-
yeckue 1t CYU QT myranuu. CyiecTByeT MHEHHE, YTO
MaIUeHTHI ¢ ipuodpereHHoi Gpopmoit CYU QT siBustroTcst
JIATEHTHBIMHM HOCHUTEJSIMU TaKMX T€HOTHUIIOB, KIMHHYECKH
TIPOSIBIISIIOLIIMXCST TIO/T BO3/ICHCTBMEM BHEIIHHUX ITPOBOLM-
pyronux paxropos [4, 12].

Crparudukanus HHANBUAAYAIBHOTO PUCKA OCYIIECT-
BISIETCSI C YUETOM KJIMHUYECKHX, 3JIEKTpOKapauorpadu-
YEeCKUX M FeHETHYECKHX IapaMeTpoB. Ha ceromusimrauii
JIeHb HET JIaHHBIX, CBHUJETEJLCTBYIOIIUX O MPOTHOCTH-
YEeCKOM 3HaYMMOCTH WHBA3UBHOTO 3JEKTPO(U3NOIOTH-
YECKOTO HCCIE0BaHMs C IMPOrpaMMHUpPOBaH-

HOW CTHMYJISIIIMEH JKEJTyZI0UKOB y IMAIEHTOB
c CYU QT [2]. i

MornekymsipHO-TreHeTUYecKast ~ JUarHoc-
THKa IIOMOTaeT pa3padarbiBaTh TI'€H-CIELH-
¢uueckyro tepanuro CYU QT. B wactHOCTH,
YCTaHOBJICHO, YTO [-aapeHOOIOKaTOphl Hau-
oonee apdexruBapl nmpu CYU QT1, menee
s dexrusns ipu CYN QT2 u HeaddekTrBHBI
npu CYU QT3. B To xe BpeMsi U3BECTHO, YTO
nipu CYU QT2 Gosee neiicTBEHHBI Mpenaparsl
KaJusi, a OJOKaTopbl HATPUEBBIX KaHAJIOB (Ha- =
npumep, mexcuiietun) - npu CYU QT3. Takue '
PEKOMEHJIAlMH 110 00pa3y )KNU3HH, KaK UCKIIIO-
YEHUE AKTHUBHOTO IUIABaHUS, OCOOCHHO IpH
CYU QT1, uzberanne BO3ACHCTBHS I'POMKHUX
3BykoB pu CYU QT2, moryT crioco0CTBOBAaTh ~
MIPEIOTBPALICHHUIO ONACHBIX ISl )KM3HU apUT-

W

Wi

Wd

1E-E-c"-l 1112 | 1100
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JaHTAllMU  KapJHoBepTepa-aeGpuoOpuiuIaTopa. YUuThIBas
POJIb MOBBIMIEHHONH CHMITATHYECKOW aKTUBHOCTU B IATO-
reneze CYU QT, B kauecTBE OJHOTO U3 JOMOTHUTEIBHBIX
PECYPCOB JICYEHUsI y OOJIBHBIX C TSHKEIIBIM TEUCHUEM 3a00-
JICBaHHsI PACCMATPUBAIOT JIEBOCTOPOHHIOK CHMIIATHYEC-
Kyto aeHepsanuto [2, 10].

Hayuenmra C. 22 nem nocmynuia 8 niano8om no-
psiodke 6 kapouonozuueckoe omoeinenue kiunuxkuy C3IMY
um. HU.HU Meunukosa 051 9HOOBACKYIAPHO2O JIeUECHUs.
cmenosa npaeoli noueunou apmepuu. Ilpu nocmynienuu
npeodvbABNANa HCAN00bl HA INU300bl NOBLIULEHUS apmepu-
anvroeo oasnenus (A1), 6 nociednee epems oo 170/100
MM PI.CM., CONPOBONCOABUUECS, 20T08HBIMU DOTAMU 8 3a-
MbLIOYHOU 0bracmu u suckax. llpusviunvimu 3Havenusmu
Al cuumaem 110-130/70-80 mm pm.cm.

IIpu ompoce no cucmemam 0peaHo8 GbIACHULOCD,
umo ¢ demcmea y 00NbHOU HAOIIOOAIOMCS BHE3ANHbLE NO-
mepu cosHanusi ¢ wacmomou 1-2 pasza 6 200, no noody
4e20 HeOOHOKPAMHO 00CLe008aNACh, NPUYUHA CUHKONAIb-
HbIX cocmosanuil yemanogiena He oviia. Kpome moeo, y
nayueHmKy OIUMeNbHO UMeemcst NOYMmu NOCHOSIHHASL 3d-
JIOJICEHHOCMb HOCA 8 MedeHUe OHsl, YCUTUBAIOWAACS 8 20-
PUBOHMATLHOM NOLOACEHUU, NO NOBOOJY Y20 €NHCEOHEBHO
UCNONb3YEN UHMPAHA3ATbHBLE KANAU «HADMUSUHY.

B meuenue nocneonux 3 nem nabrrooaemcs ysenu-
YeHue Yucia NCUXOIMOYUOHATLHBIX cmpeccos (0Oyyenue
8 8y3e) U HapyuleHue pexdcuma coH-600pcmeosanue. 0e-
panuenie HoYHO20 CHA, cmewenue hazvl cHa (0mxoo Ko
CHY €O 8MOPOTL NONOGUHBL HOYU C NOCIEOVIOUWUM NOZOHUM
npobyscoeHuem).

Anamnes 3abonesanus. Bnepsvie anuz00ei nogulue-
nust A/l cmana ommeuams okono 2 nem HA3a0 ¢ MAKCU-
manvuoim sHauenuem 190/110 mm pm.cm. Obcredosana
amoynamopuo. Ilo danubim sx0Kapouoepaguu He Gulsis-
neHo omraonenuti om Hopmul. I1o oanHblM cymounoeo
Monumopuposanusi AJ]: ounamuxa xapakmepna 0isi cma-
OUNLHOU CUCMONOOUACMONUYECKOU APMEPUATbHOL 2unep-
MeH3UU, NPEeUMYUJEeCNBEHHO 8 HOYHbIE YAChl. SHAUUMO2O
NOBbIUEHUSI YPOBHS 2OPMOHO8 WUMOBUOHOU Jicene3bl U

1068

mutii [1, 2, 10].

CoxpaHeHre 0OMOPOKOB WITH SIH307I0B
BCC na ¢one Tepanuu B-aapeHOOIOKaTOpAMHU
SIBJISIETCSL a0COJIFOTHBIM TTOKAa3aHUEM K WMII-

vE
{1mif

i

) DUNBTR. HIDMEHAN

W 25amwic A 10mm

Puc. 1. Yonunenue QTc 00 556 mc npu CM-IKI' y nayuenmxu C.
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HaoOnoueuHuKos He @uvisgneno. I[lo dannvim OyniekcHozo
UCCNe006AHUsL NPABAsL NOYEUNAsl apmepusi Ha NPOMsIice-
HUU OUPPY3HO UBMEHEHA ¢ 2eMOOUHAMUYECKU 3HAUUMBLM
CMEeHO030M - TUHEUHAsI CKOPOCmb Kpogomoka 00 600 cm/c,
nesasi noueunas apmepusi OUP@Y3Ho usMenena ¢ Hepag-
HOMEPHBIM YMONUWEHUEM CMEHOK U YCKOPEHUEeM KpPOGO-
MoK, HO 6e3 2eMOOUHAMUHECKU 3HAYUUMO20 CHIEHO3UPO-
sanus. 1lo OannbIM MYTbMUCRUPATLHOU KOMNBIOMEPHOU
momoepaguu OPIOWHOU NOTOCMU ¢ KOHMPACMUPOBAHU-
eM GblsIGNeHbl NPUSHAKU CMEH03d NPABOll NOYEYHOU ap-
mepuu 0o 83% (npasas noueunas apmepusi Ouamempom
0,6 cm, na paccmosinuu 0,6 cm om ycmosi Cydcena), npu-
3HAKU CMeH03a HUXCHel Opbioiceeurnol apmepuu 00 50%;
KT-xapmuna anomanuu pazeumusi - camocmosmenbHoe
omxodcoenue om aopmel neuyeHouno apmepuu. Ilayu-
enmke ObLI0 HA3HAYEHO Jleyenue 6 gude amaooununa 2,5
M2 8 CymKU, HA (hOHe KOMOPO2O OMMEUalIoCh YMeHbule-
Hue yacmomsl 3nu30008 nosviutenuss A/ (0o 1-2 paz 6
Hedeno) u cHudicenue yposus A (150-170/90-100 mm
pm.cm). IIpu nooveme AJ] npunumaem mabremxy xan-
MONPUIA noo S3bIK € NOJIOHCUMENbHIM 3P hekmom. Yuu-
Mbl6as HATUYUE CMEHO3d NPAsoLl NOYeUHOl apmepuu u
COXPAHAIOWYIOCS APMEPUATbHYIO 2unepmeH3uo, 6oavhas
OvLIa Hanpasnena 6 KIUHUKY Ha ONepamuHoe jleyeHue:
AHSUONNIACMUKY C BOZMOJICHBIM CMEHMUPOBAHUEM NPd-
601l NOYEYHOU apmepuu.

B anamnese obpawanu na cebs enumanue ciedyro-
wue ¢pakmor. C 15 nem nayuenmka cmaia ommeuams
CUHKONAbHbIEe cOCMOsiHUsL ¢ yacmomot 1-2 pas 6 200. Ha-
brrooanucy dsa sapuanma oomopoxos. Ilepswiil pazeusai-
sl abCconomHo 6He3anHo, Ha one noaHo2o O1a2oNoNY4Usl,
be3 npedeecmHuUK08, NPoOoIICarcs om 2 00 5 MuHym, ¢
NOCIeOVIOUWUM  OLICIPLIM  B0CCMANOBIEHUEM COZHAHUSL,
npu 9mom 601bHaAs Nadand, cyoopoe, MOYEUCnyCKaHus u
npuKyca s3vika e Habno0anrocs. Bmopou eosnuxan na
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Puc. 2. H3menenue penonapusayuu npu CM-3KT y nayuenmku C. 60 épems cna

(a) u na ¢hone Pusuueckoii nazpysxu (0).
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hone 2onosoxpydcenus u oowell crabocmu, ¢ nocmeneH-
HbLM 8OCCMAHOBIEHUEM CO3HAMUSL CHAYANA CIYXd, d NO-
mom 3penus. I1o nogody nomepv cosnanus HAbIOOANACH
u obcnedosanacey y negponoea. OOHako 6 xode 0bcied0sa-
HUSl, KOMOpOe BKMI0UAN0 6 CeOsi MASHUMHOPE3OHAHCHYIO
momozpaguio 20106H020 Mo32d, INEKMPOIHYepanoepa-
Quio, yrempaszeykosyro OUacHOCMUKy Opaxuoye@aibHbix
apmepuil, GbIACHUMb NPUYUHY CUHKONATbHBIX COCTOSHUU
He y0anoch.

B 0emcmee uacmo bonena socnarumenvuvimu 3a00-
JeBANHUAMU BEPXHUX ObIXAMENbHBIX Nymeu (PUHUmM, CUHy-
cumsl, omumal). B 6ospacme 12 nem 3amemuna cHudceHue
cyxa. Ocmompena cypoonoeom, OUACHOCMUPOBAHA €GO~
CMOPOHHSISL XPOHUYECKAsL CEHCOHEBPATIbHAS MY20YXOCMb 3
cmenenu, OUCQYHKYUSL CTYXO8bIX MpPYO, XPOHUYECKULl 8d-
30MOMOpHLII punum. B meuenue mnozux iem noiwb3yemcs
UHMPAHA3ATLHBIMU KANJAMU, Yauye 8Ce2o, «HaAMmu3uHom»
(1 gnaxon ucnonvzyem ¢ meuenue 1-2 oneii).

3a nocnednue 7 nem nayuenmxe HeOOHOKPAMHO
nposoounocsy cymournoe mornumopuposarue DK (CM-
OKT). Hpu ananuse esxcecoonvix 3axnouenutt CM-IKI 6
meyenue nocieonux 3 nem obpawana Ha cebs eHUMAaHUue
ONUMENbHASE pecucmpayust YOIUHEHHO20 KOPPUSUPOBAH-
Hoeo QT-unmepeana ceviue 450 mc: om 64% oo 87%
spemenu monumopupoganus. Ha oonom uz monumopos
OKT" pecucmpuposanuce 3nu300bl mMuepayuu 600umens
PUMMA O NPeocepOusimM, 3amMeujanuieco npeodcepoHoco
pumma. B uacmnocmu, no pezynvmamam NOcCieOHe20
CM-OKT, svinonnenno2o Ha amoOyiamopHom smane, pe-
eucmpuposacs cunycosolii pumm co cpeonei Y4CC 83 6
1 munymy, snu3006l NPeo0cepOH020 PUMMA, HCELYOOUKO-
sas sxempacucmonus 3 epadayuu no M.Ryan. 3a cymxu
HaOn0danocy yonunenue koppueuposannozo QT-unmep-
sana ceviute 450 mc (00 556 mc) 6 meuenue 14 uacoe 49
munym - 87% epemenu (puc. 1).

Hnumepsan QTc 3a 6cé epe-
A A A MsL HAONIOOEHUs. NPUHUMATL 3HA-
- ueHus om 355 mc 0o 556 mc (cp
474 mc), 60 epems 60Opcmeosa-

Hust om 355 mc 0o 556 mc (cp
w468 mc), 6o epems ¢husuueckux
Haepyzok om 431 mc 0o 470 mc

(cp 446 mc), 6o eépemsi cna om

[ | l' | w372 mc 00 550 mc (cp 480 mc).
| Kpome mozo, 3apecucmpuposa-

: HO U3MeHeHue penoiapuzayull 6

v gude ompuyamebHblX Uil 08yXx-
Gasnvix T 6 epyonvix omeederu-
ax ¢V, no V6 cocmostnuu nokost
u nonoxcumenvuvlx T 6 mex e
omeedenusx npu  6bINOIHEHUU

f AR AL Pusuueckou nazpysku (puc. 2).
RN S b Dnudemuonozuveckuii.  u
aniepeonocudeckull  aHamHes
be3 ocobennocmei. Hacneo-
! | CMGEeHHbLL AHAMHE3 CO CIOPOHbL
: mamepu He OmMASOWEH, OOHAKO
obpawjan Ha cebs eHumanue ee
aAKYUepCcKo-2UHeKoI02ULeCKuil
anamues. nepeast bepemeHHOCb
3a6EPUUTACH MEPIMBOPOICOEHU-

440 ] 440 |
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em, a 8mopasi - podicoenuem 0e8ouKu ¢ CuHOpomom /layua,
NPUYUHA CMEPMU KOMOPOU 8 2PYOHOM 803pACHe OCMAaém-
csi Heuzeecmuou. Hawa nayuenmra nossunacey Ha ceem 6
pesyavmame pooopaspeuleruss mpemvel bepemMeHHOCHU.
Hacneocmeennuiii anamnes co cmoponvl omya He omsi-
eouer (co cnos mamepu bonvhot). Ilayuenmka nuxozoa
He Kypuld, aiKo20ibHble U HaAPKOmudecKue cpeocmeda He
ynompebisa.

ObvexmugHbill cmamyc: cocmosiiue Y0081emeopu-
menbHoe, CO3HaHUe sCHoe, noaodcenue akmuenoe. Teno-
cnooicenue Hopmocmenuuecxkoe. Pocm 164 cu, sec 60 ke,
unoexc maccol mena 22,3. Kooicnvie nokposwt usuonoeu-
yeckoeo yeema. Obpawanu na cebs GHUMAHUE OUCTNONUS
nepeonux 3y606 u oucnuazus smanu. Ilepughepuueckux
omexkog nem. [Iynbc pummuynbiil, YO061EMEOPUMENLHOZO
Hanoanenuss u Hanpsicenus, ¢ wacmomou 110 ¢ 1 muny-
my. Ipanuysl omnocumenvrou cepoeunol mynocmu He
pacwupensvt. Tonwl cepoya scHvle, pummuyHbie, UYMOG
nem. A/l 135/80 mm pm.cm. ¢ obeux cmopon. Yacmoma
ovixamenvhbix 0gudicenuti 16 ¢ 1 munymy. Ipu nepkyccuu
Jle2KUX ONpeoesiemcs ACHulll e2ounblil 36yK. [lvixanue
BE3UKVIISIPHOE, XPUNO8 Hem. H3bIK GadiCHbIU, YUCTbIU.
JKusom msexuil, bezbonesnennvlil. Ileuens u cenesenka ne
yeenuuenwl. [louku ne nanvnupyromes. Ilokonauusanue no
nosicnuye bezbonesHeHHoe.

B kaunuyeckom u GuoOXuMueckom ananu3ax Kposu u
0bwem anauze Mouu, BbINOTHEHHLIX 6 CMAYUOHApe, Na-
MONOUYECKUX USMEHEHULL He ObLIO.

Ha DKI" npu nocmynnenuu 6 Hawty KIUHUKY: CUHY-
COBBIIL PUMM C HACMOMOU CepOeuHbIX cOKpawjerul 64 6 1
munymy, P =100 mc, PQ = 130 mc, QRS = 90 mc, QT =
420 mc, RR = 940 mc, QTc = 433 mc, vacmuunas 6nokada
npaeou Hodicku nyuxka Luca (puc. 3). Obpawano Ha cebs

et e

32

BHUMANUE UMEHEHUE NPOYECCO8 PENnoapu3ayuu 6 omee-
oenusax V-V, 6 eude «-» unu «+/-» 3yoyoe T.

Yepes nedento ¢ cmayuonape Ha IKI nokos OvLn
3apeaucmpuposan npedcepoHblil pumm ¢ 4acmomoil cep-
deunvix cokpauwjenuii 53 ¢ 1 munymy (QTc = 450 wmc).
Ipu cpasnenuu ¢ IKI" npu nocmynienuu - penonapusa-
yus 6e3 usmenenuil. Inuzo0vl nPedcepoHoc0 pumma pe-
2UCMPUPOBATUCH Y NAYUESHMKU PaHbULe, 00 CIAYUOHAPA,
kax Ha obviunon IKI, max u npu CM-IKI Ilo dannbim
CM-IKT (be3 mepanuu), 8bIn0IHEHHO20 6 CIMAYUOHAPeE:
CUMYCOBDLIL pUMM 8 meuenue 6peMeHU HabnooeHus, ¢
yacmomoil cepoeunvlx cokpaujeruii om 48 do 156 (cpeo-
nas 74) 6 1 munymy. 3apecucmpuposanvl ciedyrouue
apummuu.; 0OUHOUHbIE HAOINHCENYOOUKOBbIE IKCMPACUCTO-
abl ¢ npeddkmonuyeckum unmepeanom 541 mc, onem - 1,
Houblo - Hem. [lay3vl 3a cuem cunyco8oll apummuu npo-
domcumenvHocmoto om 778 0o 1588 (6 cpeonem 1070)
mc, eceeo - 12 (1 6 uac), onem- 9, (1 6 uac) nouvio - 3.
Hwemuuecxue usmenenuss IKI" ne obnapycenvl. B meue-
Hue cymok Habmooanoces yorunenue QIc ceviute 450 mc 6
meuenue 13 uacos 57 munym (64% epemenu). Hnmepesan
QOTc 3a 6cé epems nHabaOOeHUuss NPUHUMATL 3HAYEHUSL OM
424 mc 0o 541 mc (cpeonuit 498 mc), 6o epemst 60Opcmeo-
sanust om 424 mc 0o 533 mc (cpeonuit 486 mc), 60 epems
@H om 455mc 0o 518 mc (cpednuii 486 mc), 6o epems
cha om 475 mc 00 541 mc (cpeonuit 506 mc). Bapuabenno-
HOCHb pUumma cepoyd: COOMHOULeHUe 8blCOKOYACHOMHO-
20 U HU3BKOYACTOMHO20 KOMINOHEHMO8 COANAHCUPOBAHO,
HOYHOU NPUPOCI BbICOKOYACOMHOL COCMABAAIOU el 6d-
puaderbHoCmu OmCcymcmeyen.

Io oannwim sxoxkapouoepapuu, GeINOIHEHHOU 8 Ca-
yuonape, NAmMONOSUYECKUX UMeHeHUll He 8blsigneHo. [1o
OaHHBIM OYNIEKCHO20 CKAHUPOBAHUSL COCYOO8 NOUEK, Gbl-
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Puc. 3. KT nayuenmxu C., 3apecucmpupoéannas é cmayuoHape.
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NONHEHHO20 8 CMayuoHape: OUAMemp aopmvl HA YPOGHE
noueunwvlx apmepuii 16 mm; 6 un@papenanviom omoene 15
MM, CMEHKU POGHbLE, He YO eHblL, NPOCEEN HE CYIUCEH;
cnesa ouamemp noveunou apmepuu 6 oonacmu ycmos 4,2
MM, Kposomok ne yckopen (V=105 cm/m); cnpasa 6 ouc-
MATBHOU Y4aACMU NOYEUHOU apmepuu npoceem HepaeHO-
MEPHO CYJiCeH, YCKOpeHue Kpogomoka ¢ Vmax=540cm/c.
3aknouenue: cmenos npasoll noueyHol apmepuu 6 OuUc-
manvroti wacmu 80%. Ilo dannvim Y3U nouex, evinonnen-
HO20 6 cmayuonape: NPUHAKU NPOCTON MEIKOU KUCHb
€80l nouKuU, Oup@ysHvix usmeneHul npasou nouxu. Pas-
Mepbl 0beux nouex HopmaibHble.

Taxum obpazom, y OONILHOU UMENACH APMEPUATbHAS
2Unepmen3usl, 8 eene3e KOMopol He UCKIIOYALCs 8d30pe-
HANbHLIU MeXaHusM, 00YCIO0GIEHHbI, 6eposimHee 6ce2o,
Gubpomvieyno oucniazuei. bonvHol 6bLl HA3ZHAUEH
Mmemonpononra mapmpam 12,5 me 2 paza 6 cymxu, pexko-
MEHO08aNbL CODNIOOEHUE PUBUOTOSULECKOZO PENCUMA COH-
000pcmeosanue u nocmenenHoe yMeHbleHue 6nioms 00
OmMMeHbl UHMPAHA3ATLHBIX AOPEHOMUMEMUKO8. 3a 8pems
20CNUMANU3AYUU  CYWECTNBEHHO20 USMEHEHUsS. PedNCUMa
003UPOBAHUsL UHMPAHA3ZATLHBIX COCYOOCYICUBAIOWUX Npe-
napamog e yoanioco O0CHMUSHYmMb, HO € OOTLULUM YCHEXOM
RONYUUNOCH COOMO0amb DUIUONOSUYECKUL PENCUM COH-
b6oopcmeosanue. Iosviwenue A 0o 140-150/80-90 mm
pm. ¢m. HABI0OAIOCH MONBKO 8 HAYALE 20CNUMATUZAYUU.
Ha nooobpannoii dosze B-onokamopa dvliu 0ocmuehymol
yugpot A/ 110-120/70-80 mm pm. cm. u uacmoma cepoeu-
HbIX cCOKpawenuti 55-75 6 1 munyny.

Tayuenmka 6vlia KOHCYTbMUPOBAHA HEDPOLOLOM.
VUUMBIBAs 603PACT, OMCYMCMBUe Pakmopos pucka ame-
POCKIEPO3a, BbIAGIEHHbLE AHOMAIUU CIPOEHUS OPY2UX CO-
€y008, CMeH03 Npasoll NO4eyHol apmepuu Obll pacyeHeH
Kak ¢hubpomvliueunas oucniasus noveynou apmepuu. Beu-
dy cmabunvno2o AJ] Ha (pore MoHOmMepanuu, HOPMAIbHbIX
pasmepos npagoli NOYKU U HOPMALLHOU (DYHKYUU NOYEK
(kpeamunun =79 MKMOJIb/1, CKOPOCMb KIYOOUKOBOU (Puib-
mpayuu = 92 ma/mun/1,73 M?), 6vi10 npunsmo pewenue
6030€pPIHCamvpCsl 8 HACMOosiee 6pemsl On IHOOBACKVIAPHO-
20 JledeHUs CMeHo3a NOYeyHO apmepuul.

Vuumeieas nanuuue cunxonanvhvix cocmosHuil 6
anamuese, yoauHenue Koppueuposannozo QT-unmepeana
no dannvin CM-IOKT u napywenue npoyeccos penonsipusa-
yuu no oannvim KT 6vin nocmasnen ouaenoz CYU QT.

Cocmosinue OonvHol 6 cmayuonape 0cmagaiocs
CmMadbunbHbLIM, dNU300068 NOMEPU COZHAHUS He HAOM00d-
JIOCh, JHCETYOOUKOBBIX HAPYUEHUL PUMMA He 3apecucmpu-
posano. [locie svinucku uz cmayuonapa 0 OaibHeuue2o
0000c1€006aHUsL U TIedeHUs. NAYUeHmKa ObLia HANpasiena
Ha KOHCyIbmayuio k pady-apummonoey ¢ Ceeepo-3anao-
MBI YyeHmp OUacHOCMUKU U Jevenus apummui Hayuno-
KAUHUYECKo2o U obpazoseamenvHozo yeumpa «Kapouo-
noeusty CIIOI'Y. Jlnsi noomeepoicoenus HaciedCmeenHo2o
CVU QT 6 mesncoyHapoOHoll eeHemuueckoll 1abopamopuu
«Health in Codey (Jla-Kopynvs, Hcnanus), cneyuanusu-
PYIoWelcs Ha MONEKYAAPHO-CEHEMUEeCKOU OUACHOCIUKe
HAC1e0CmBeHHbIX 3a001e8anull cepoyd, NayueHmre Ovlio
BbINOTHEHO MEeCMUPOBAnUe, GKIYAGULeE 6 CEOsL NOUCK MY-
mayutl 6 13 u36eCmMHbIX 2eHAX, CEA3AHHBIX C CUHOPOMOM
yonunénnoeo QT (CACNAIC, KCNEI, KCNE2, KCNH2,
KCNJ2, KCNQI, RYR2, SCN5A4 u dp.). Oonaxo cenemu-
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yeckutl sapuanm nacireocmeennozo CYU QT udenmudhu-
Yupoeams He yOaniocy.

Memooom eenomHo20 cekgeHupoBanus HOBO20 NO-
konenusi (NGS) y nayuenmxu gvisignena mymayus 6 2eme
MYBPC3, accoyuuposantas ¢ pazeumuem eunepmpoqu-
yeckotl kapouomuonamuu. Iayuenmke 0bL10 NpednodHceHO
UMPIAHMUPOBATNL NOOKONCHBIIL «PESUCPAMOP COOBIMULLY
071 OIUMENbHO20 HAONIOOEHUsl, OM 4e20 OHA OMKA3ALACD.
Bonvuoil 6viiu danvl pexomenoayuu nocie 6bINUCKU U3
CMAayUoHapa npoooaICUmMs Npuém B-610Kamopos 8 MaKcu-
MANbHO NEPEHOCUMBIX 003AX 8 COUEMAHUU C NPENnapamamii
Maenusi, Koumponv AJ], uckmouums npuem uHMpaHazaib-
HbIX Kaneib ¢ cumnamomumemudeckum sgpgexmom. Ha
@one nepeuucieHHbIX 1e4eOHO-NPOPUIAKMULECKUX Me-
ponpuamuil 6 meuenue 1 200a CUHKONAIbHbBIE COCMOSHUSL
He peyuousuposanu, DOILHYIO0 He 6EeCNOKOULO NOBbIUECHUE
AJl, unmepesan QTc ymeHvuuacs, HO He HOPMATUZOBACS.
Habnwoenue 3a nayuenmrou npodondicaemcsi.

OBCYXKIEHUE

Huarnos CYU QT y momomoi marweHTkd 22 JeT
OBUT YCTaHOBJICH BO BPEMsI IUTAHOBOW TOCIIUTAIM3AINH IO
MOBOJY apTepuanbHOil runepren3uu. CTeHo3 MpaBoi 1mo-
YEYHOW apTepuy OBbUT MOATBEPXKJIEH M, BEPOSITHEE BCETO,
00yCITOBIIEH BpOXKIIEHHON aHOMAIHEH - PHOPOMBIIIICTHOH
quciurazueid. OTHaKo B3aMMOCBSI3M MEXK]y MOBBIIICHUEM
AJl ¥ CTEHO30M TIOYEYHOW apTEpUH BBIABICHO HE OBLIO.
[Tpn Habmronenun 3a GONBHON OTMEYanach SMOIMOHAIb-
Hast TaOWIBHOCTH, OBbUIA 3aMedeHa 4YeTKas B3aMMOCBS3b
noBeImeHust A/l ¢ ICHX03MOIMOHATIBHBIM HaNpPSKEHUEM.
Taxke HeNb3s1 ObUTO UCKITIOUNTH BiMsHUE Ha AJl Oe3KOH-
TPOJIHOTO €XEAHEBHOTO JUIUTEIBHOTO MHTPAHA3aJILHOTO
MIPUMEHCHHS CHUMIIATOMUMETHKOB («Ha(THU3WHA») B OOJh-
mux go3ax. Kpome Toro, ”HrHOMTOp aHTMOTEH3NHIIPEBPaA-
IaloIero (epMeHTa KarTompHil Xopomo cHmwxkan AJl n
TIOJIOKUTENBHBIN 3()(eKT OBbIT MOMydYeH Ha MUHUMAJIbHON
THIIOTEH3UBHOM Tepanuu P-61okaropamu. [Tostomy 6oib-
HOHW HE MPOBOJMIACH XUPYPTHUECKast KOPPEKIHs CTEHO3a
MIOYEYHOH apTepHH, a OO PEKOMEH/I0BAHO MOHUTOPUPO-
BaHUE (QYHKINH ToYeK U ypoBHI AJl, codmronenue ¢usno-
JIOTHYECKOTO PEXXNMa COH-O00JpCTBOBAHUE, OTMEHA HHTPa-
Ha3aJIbHbIX Kareib, 00J1aIaloIuX CHMITATOMIMETHIECKIM
3 peKxToM, U TOI00p THITOTEH3UBHON TEpaITHy.

[Iporaocriueckn 6oree cepbe3HBIM IMArHO30M pE-
crapysuicst BeisBiIeHHBIH CYU QT: mo MomuduiimpoBaHHOM
mkane P.J.Schwartz cymmapro, kak muHUMYM, 4 Oamia
(QTc 6onee 480 mc - 3 Gara, CHHKOIIC BHE Harpy3kd - |
6amn) [1, 2, 10]. Kpome Toro, He mpeacTaBIsAeTCS BO3MOXK-
HBIM OJIHO3HAYHO TPAKTOBATh HAJIMYHME TYroyXocTu (He
WCKIIFOYEHA B3aUMOCBSI3b C TIEPEHECEHHBIMH OTHTaMH),
HEW3BECTHA NPHYMHA CMEPTH CECTpPHI MAIMEHTKH B MIla-
JICHYECKOM BO3pacTe. B CBS3M ¢ MMEIONMMUCS CHHKOIIATb-
HBIMH COCTOSIHHSIMH, BO3HHUKIIVMH B JETCTBE, MallEHTKA
HaOIrofanack n odcienoBaiack y Bpauei, B TOM UHCIE Y
HeBposoroB. bba mpoBeneHa KOMIUIEKCHAS JUArHOCTHKA,
TIO3BOJIMBINAS HCKJIIOYUTH HEBPOJIOTHUECKUE TIPUIUHBI 00-
MOpOKOB. bombHO# HeoqHOKpaTHO peructpupoBanack IKI
u npoBommtock CM-OKI B TeueHne 7 JeT, Ipu aHAJH3E
KOTOPBIX OCTABAJICSI HEOOLUECHEHHBIM (DAaKT YAIMHEHHOTO
nnaTepBaia QT n u3MeHeHui IPOIECCOB PENOSIPH3ANN B
CTaHIAPTHBIX M, OCOOEHHO, B TPYIHBIX OTBEACHUAX V -V,
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[TpumeuarenbHBIM (aKTOM HUCTOPUM OOJNE3HM IMAMEHTKH
SIBIISIETCS JUTUTENBHOE NPUMEHEHHUE 0-a{PEHOMHMETHKOB B
OonbLIMX 03aX. B nureparype ecth eqMHIYHBIC CBEACHMS
00 MX BO3MOXXHOM BIIMSIHMH Ha PETOJISIPU3ALUI0 MUOKap/a
1 Ha pa3ButHe aputMuii [ 14]. He npencraisieTcst BO3MOXK-
HBIM TIOJTHOCTBIO UCKJIIOUUTH yYacTHE 0-aiPEHOMUMETHKOB
B manudecrarmu CYU QT. C KIMHHKO-3JIEKTPOKAPIUO-
rpaduueckoli TOUKH 3peHust XapakTep u3MeHeHus 3youa T B
TPY/IHBIX OTBEICHUSAX COOTBETCTBOBAN BropoMy Tury CYU
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QT, HO yCIIOBHSI BOBHUKHOBEHHSI CHHKOTIATBHBIX COCTOSIHUN
0oJiee COOTBETCTBOBAIM TpeTheMy. HecMoTpst Ha TO, 9TO y
MAIMCHTKY He OBbLT BBISIBIICH HU OJIMH M3 H3BECTHBIX TCHECTH-
yeckux BapuantoB CYU QT, 3To He oTpuIlaeT BOZMOXKHOE
HaJIMYKE IPYTUX, [TOKA e111e HEU3BECTHBIX TEHHBIX My TaIIUH.
BecbMa MHTEpECHO BBISIBIEHHOE COUYETAaHHE C MyTalled B
reie MYBPC3, cBsi3aHHOl ¢ pa3BUTHEM TUneprpoduyec-
KO KapauoMuonaruu. B nuteparype uMerorcsi eTuHIUYHbIC
OnMCcaHUs TaKuX acconmanui [15, 16].
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