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CuHOpom ydnuHeHHo20 uHmepsana QT u cuHOpom Bpyzada
A6M1AI0MCS YacmbIMU MPUHUHaMU 8POXOEHHOU npedpacronoxeH-
HOCMU K MSDKENbIM XXerlyO04KO8bIM HapyweHUsIM pumma U, Kak
npasuso, npedcmasrnsaom coboli omoernbHble 3abonesaHusi. O0-
HOBpPEMeHHoe Hanuyue 3mux CUHOPOMO8 Moxem bbimb C8s3aHO
C pasHbIMU munamu OUChyHKUUU Hampuesbix KaHanos. KnuHu-
yeckul cnydal 0emMoHcmpupyem codyemaHue duazHOCmMUYeCKUX
npu3Hakos oboux 3abornesaHuli y 00HO20 nayueHma.

KntoueBble cnoBa: cuHOpoMm yOnuHeHHo20 uHmepsana QT,
cuHOpom bpyeada, duazHocmuka.

QT prolongation syndrome and Brugada syndrome:

probable combination
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QT prolongation syndrome and Brugada syndrome are the
common causes of genetic predisposition to severe ventricular
rhythm disturbances and generally represent two separate
diseases. Coexistence of both syndromes may be related to
different types of sodium channel disfunction. The medical case
shows the combination of diagnostic characters of both diseases
in one patient.

Key words: QT prolongation syndrome, Brugada syndrome,
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[aHHbI KNUHMYECKNn crnyyar AeMOHCTpUpyeT codeTa-
HUEe NPU3HaKOB ABYX BPOXAEHHbIX apUTMUYECKUX CUHOPO-
MOB: cMHApoma yanuHeHHoro nHtepsana QT (c-m yQT) u
cuHgpoma bpyraga, n3BecTHbIX Kak pa3Hble 3aboneBaHus.
OHu umeloT pasnunyHbie nposeneHnsa Ha JKI, HO cxoAHyo
CUMNTOMATUKY B BUAE CUHKOMASbHbIX COCTOSIHUIA U 3MuU-
30[0B XenygovykoBOW Taxmkapguu Tuna «nupyaTt». Mx co-
yeTaHue y ofHoro 6onbHOro onpenenseTcss OOLHOCTbIO
naToreHeTUYeCKNX MexXaHn3MoB, HO ABMNSAETCA AOCTATOYHO
penkunm.

BpoxaeHHble apuTMU4yeckme CUHAPOMbI

Cungpom yQT onucaH B 1957 1. kak couyeTaHue yanuHe-
Hua QT Ha OKT ¢ npucTynamm noTepmn CO3HaHNS, Xernyaou-
KOBbIMW apUTMUSMU N BPOXOEHHbBIM HapyLleHueM cnyxa.
B ero ocHoBe neXuT BpoxaeHHas ANCAYHKUUSA KanneBbiX
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UNN HaTpMeBbIX KaHanoB, Hapyllallas penonspmsauunio
MUOKapAa 1 NoBbIWaLWas puck pasBuTns XenygovykoBon
Taxukapguu tuna «nupyaT». Ha cerogHs BbISBMIEHO He-
ckonbko Tunoe c-ma yQT, 4To onpepensieT pasHoobpasume
€ro KIMHWYECKOW KapTuUHbl OT GECCUMNTOMHOIO TeYeHus
00 Xn3Heyrpoxatowmx aputmmn [1].

Cunpgpom bpyraga onuncaH B 1992 r. kak codeTaHue npw-
3HaKOB HapyLleHUs NpOBOAMMOCTWM B MNPaBOW HOXKe M.
Mmca v nogbema cermeHta ST B npasblX rPyaHbIX OTBe-
AeHnax OKI ¢ npuctynamm noTepu CO3HaHUS U MOBbILWEH-
HbIM PUCKOM daTanbHbiX apuTMun. lNpudnHon ABnseTcs
ANCYHKLMA HAaTPUEBbLIX KaHaNoB, MPUBOASALLASA K HEOOHO-
pPOAHOCTM MOTeHunana AencTBua B Muokapge u cospato-
lwas ycrnoBus Ang Taxvkapauu tuna «nupyaTty». Ons c-ma
Bpyraga xapaktepHbl npexogswmne nameHeHuns Ha OKI u
NOBbILLIEHHbIA PUCK apUTMUYECKUX OCNOXHEHNN [2].
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HecxoxecTb kapgnorpaguyecknx npusHakoB U Xxapaktepa
ONCYHKLUMN MOHHBIX KaHaroB MO3BOMANU cyYMTaTh AaHHbIE
COCTOSIHUSI pa3HbiMu 3aboneBaHusMK. CeMenHbIn cryyan
KOMOUHALMN 3TUX CUHOPOMOB, onmcaHHbii B 1999 ., noa-
TBEPAMIT BO3MOXHOCTb COYeTaHnsi 060MX TUMNOB NaTonorumn y
opgHoro 6onbHoro [3].

KnuHunyeckue gaHHble

MNMayueHmka M., 53 eola, noctynuna ¢ NOOO3PEHUEM Ha
BrepBble BO3HYKLLYH CTEHOKapAWO C HE COBCEM TUMUYHBLIM
GoneBbIM CMHOPOMOM U criabo-oTpuuaTenbHbiMU T B NEBbIX
rPYAHbIX OTBEAEHUSIX. B aHamMHe3e CHUXKeHUe crnyxa ¢ AeTCKUX
net, cybtotanbHoe yaaneHue LWWTOBWUAHOW Xenesbl OKOMo
OecATV NeT Hasaj, nornyyaeT 3amecTuTenbHyto Tepanuio. Ce-
MelnHbIM aHamHes: y matepyu MBC n apTepuansHas runepro-
HWS1, y OTLa B 3pefioM Bo3pacTe Obif CMHKOMNAnbHbIA 3N1304 1
BCKOpE BHE3arnHas CMepTb MO HEM3BECTHOW MPUYMHE.

B nabopaTopHbIX OaHHbIX CYLIECTBEHHbIX WU3MEHEHWUA He
BbISIBNEHO, MWOKapAManbHble MapKepbl OTpuuaTtenbHbl. Ha
OKTI™ B neBbIX rpyAHbIX OTBEAEHNUSIX NEPUOANYECKM BO3HUKANM
cnabo-otpuuatensHblie T. 10 4aHHLIM CYyTOYHOrO MOHUTOPU-
pOBaHUs, B HOYHOE BPEMSI UMENUCb ANMTENbHbIE Nepuoabl
BbIpaXXeHHOW Bpagvkapaun ¢ oTpuuaTtenbHbIMYM 6eccMnToM-
HbiMn T. Ha BXO-KC nonoctn He yBenu4yeHbl, COKPaTUMOCTb
B HOpMe, dpakums Beibpoca 60%. Tepanusa Bknoyana aHT1a-
rperaHTbl, HUTpaThbl, 6eTa-bnokatopsbl, MHrMGUTOPLI AllP. Co-
CTOsiHMe ynydwmnocb, 6onm He NOBTOPSNMCH. [MarHocTupo-
BaHa MBC, BnepBble BO3HMKLLIAA CTEHOKapAUs C MCXOAOM B
CcTabunbHyo cTeHokapauo. [Ing yTouHeHMs AnarHosa nokasa-
Hbl CTPECC-3X0 1, BO3MOXXHO, KOpoHaporpadwusi.

Kpome Toro, Ha OKI™ 3a nocrnegHne HECKOMbKO NeT nepuoau-
YeCKM BO3HMKAmnM cregyoLme N3MeHeHust: yanmHeHne Koppu-
rmpoBaHHoro nHTepsana QT (QTc) go 0.49 c, nsmeH4YnBOCTb
3ybuoB T B oTBeaeHuax V5 n V6, Hu3kas yactota CUMHYCOBOIO
puTMa, a Takke komnnekc rSr’ B otsegeHun V2. [laHHble 13-
MEHEeHWs AaloT OCHOBaHWUS NPEANOSIoKNUTb HANM4Yne BPOXaeH-
HbIX apPUTMUYECKNX CUHOPOMOB.

OuddepeHumanbHaa anarHocTuka

Mepuognyeckoe yanuHeHne QTc > 0.44 ¢ B Te4EHNE MHOIMX
neT xapakTepHo Ansa BpoxaeHHoro c-ma yQT. B ero gua-
rHOCTMKE MCNONb3ylTCsA KpuTepumn Schwartz: oCHOBHble
(QTc >0.44 c, cuHKONanbHble COCTOSIHUSA B aHaMHe3e U C-M
yQT B cembe) 1 AononHUTENbHbIE (BPOXAEHHOE HapylueHue
cnyxa, UaMeHeHusi penonsipusauum n opagukapous) [4]. MNa-
uneHTka M. oTBeyaeT GOMbLUMHCTBY U3 HUX: yanuHeHne QTc
0o 0.49 ¢, cuHkonanbHble COCTOSAHMSA C NeTanbHbIM UCXOO0M
B CEMEWHOM aHaMHe3e, BPOXOEHHOE HapyLleHue cryxa, Ha-
pylieHus penonspusauuy B BuAae M3MeH4mBocTM 3ybua T,
CKIMOHHOCTb K YPEXEHUI0 CUHYCOBOrO pUTMa OHEM U Bblpa-
KEeHHasn bpagukapams HOYbH.

YanvHeHne QTc B codeTaHny € BPOXAEHHBIM HapyLUEeHNEM
cnyxa npegnonaraet nepsbin TMN c-Ma yQT B B1ae BapvaHTa
c-ma [xepBenna — JlaHre-HunbceHa, ogHako kapguorpamma
B OTBeAEHUsIX C MakcumanbHbiM QTc bonee xapakTepHa Ans
c-ma yQT Tpetbero Tuna. MakcumansHoe yanuHernve QTc Ha-
6nopanock B otBeaeHusix |, V3-V6; B aVL oueHka QT 3atpya-
HeHa B CBSI3W C He4yeTKoCTblo 3ybua T. PasnuyHasa gnutens-
HocTb QTc B pasHbIX 0TBeAeHusX, gocturatowas 0,04-0,05 c,
N HEMocToSHCTBO pOopMbl T MOryT MMETb MECTO Npu o0bomux
Tunax c-ma yQT n Takke SABNATCS QUarHOCTUHECKMMMN Mpu-
3Hakamu gaHHon naronorum [5].

HacnencTBeHHbI xapakTep 3aboneBaHusi HaxoauT noa-
TBEPXXAEHNE B CEMEVHOM aHaMHe3e: OTel, MepeHec CUHKO-
nanbHoe COCTOSIHME, a CregyllniA aHanorMyHbIA 3nu3on
3aKoHuMncsa netanbHo. BeccumnTomMHOCTL 3aboneBaHus y
naumeHTkn M. He NPOTMBOPEYUT STOMY MPELNOSIOKEHUNIO, T.K.
TeYeHne apuTMUYECKMX CUHOPOMOB MOXET OTNMYaTbCA MEX-
[y pPOACTBEHHUKaMM, HO CEMENHbIV aHaMHEe3 NMOBbLILIAET PUCK
TaKMX OCINOXHEHUI y camoW MauneHTku [6].

B otBegeHun V2 Ha GOMbLUMHCTBE UMEKLLMXCS Kapauo-
rpamMmm perncTpupoBarncst TUNMYHbINA KOMMMEKC 'S C CerMEeHTOM
ST Ha nsonuHum (puc. 1). OgHako Ha Heckonbkux SKI, CHATBIX
B pa3Hoe BpeMsi, B OTBeAeHUN V2 MMenncb KOMMIeKehl rSr’,
B TOM YuCrie C r’>r, YTo MO3BOMSET 3anofo3putb c-M bpyra-
Aa. OcHoBaHMEM Ansi TAaKOW OLEHKM SIBMSIETCHA Kak AUHaMMKa
OKT, Tak 1 MOneKynsapHbIA MexaHn3M JaHHOro 3aboneBaHus,
CBSA3aHHbIN ¢ cuHapomoMm YQT TpeTbero Tuna, KoTopbin npea-
nonaraetcs y naumeHtkn M [7]. OunarHos c-ma bpyraga moxet
paccmaTpmBaTbCs B AAaHHOM CIlydae Kak BEPOSATHbIA B CBA3M
C ero HenosHom kapamorpadU4eckon KapTUHON: OTCYTCTBUEM
nogbema cermeHta ST. Bmecte ¢ Tem C-m bpyraga moxet
MMETb YMEPEHHO BbIPaXXEHHbIE, HEMOCTOSHHbIE MPOSBIEHNSI
Ha OKI u 6eccumnTomMHoe TeyeHue [8].

PucyHok 1.

OKI 6e3 ABHbIX NPU3HAaKOB apUTMUYECKUX CUHOPOMOB,
QTc=0.43c
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Takum obpa3oM, eCcTb OCHOBaHUSI MPeAnoNnoXuTb y nauu-
eHTkn M. coyetaHmne cuHgpoma yQT u cuHapoma bpyraga.
HaHHasi natonorns Gbina BnepsBble OMUCaHa OKOMO AEeCSTU
net Ha3ag u BcTpevaeTcs Heyacto [3]. Oba cuHapoma sB-
NSOTCA CNEeACTBMEM BPOXAEHHOW AUCHYHKUMN MOHHBIX Ka-
HanoB KapAMOMMOLMTOB, OOHAKO XapaKTep 3TUX HapyLUeHWN
pasnuyeH [6].

O6cyxaeHue

VMmetoLmecst AaHHble He NO3BOMSIIOT TOYHO ONpeaenuTb THN
c-ma yQT, HO n3BecTHO, YTo TpeTui Tnn c-ma yQT u c-m Bpyra-
[a sIBMsIOTCS cneacTBMeM ANCEYHKLUM HAaTPUEBbLIX KaHaroB.,
1 YTO B O[LHOM CIly4ae MX aKTMBHOCTb MOBBLILLEHA, @ B JPYrOM
cny4vae cHwkeHa. MNpuyYrHbl pasnMyHON akTMBHOCTM KaHaroB
y ogHoro 60nbHOro He BMOMHe siCHbI. [osiBNeHne npr3HakoB
yKa3aHHbIX CUHAPOMOB B pa3Hbix oTBeaeHnsax Kl roBopuT o
HEOAMHAKOBOM COCTOSIHMM HATPUEBLIX KAHANOB B Pa3HbIX Ya-
CTAX MMoKapaa 1 o npeobnagaHMn ogHOro Tuna AMcyHKLMK
B OTAEmNbHbIX y4acTkax cepAeyHon Mbiwlbl. [ogTBepxaeHu-
€M 3TOro y naumeHTkn M. criy>kaT HECKONbKO MEHbLUME 3HaYe-
Hua QTc B oTBeaeHun V2, roe umenucb NpusHaku c-ma bpy-
raga. BoamoxHo, runepdyHKUNs KaHanoB, XxapakTepHas ans
c-Ma yQT, oTyacTu HMBENMPYETCSA Ha 3TOM y4acTke Muokapaa
nx runogyHkumen, npucyllen c-my bpyraga.

HaxoxpeHne cermeHta ST B oTBeAeHUM V2 Ha U30NUHUU
roBopuT 06 OTCYTCTBMM 3HAYUTENMbHbLIX HaPYLUEHWUA penorns-
pu3auunm Muokapaa, Ho, Ucxoasi U3 natoreHesa c-ma bpyraga,
KIOYEBbIM MPU3HAKOM AMCHYHKLMN HAaTPUEBbLIX KaHanoB siB-
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nseTcs npexopsiuee HapyLlleHne Aenonspusaunmn, KoTopoe B
OaHHOM Cryyae BbIPaXXeHO [O0CTaTOYHO YeTKO. JlokanbHOCTb
Takux NPOSABEHU TaK Xe CBUAETENbCTBYET O HEOANHAKOBOM
PYHKLMOHANbHOM COCTOSIHUM HaTPUEBbIX KaHaNoB M1Mokapaa,
YTO COOTBETCTBYET MaToreHedy AAHHOrO CMHApPOMA W MO3BO-
nseT ucknounTb Briokagy npason HOXkM N. Mca. Kpome Toro,
3HaYMMbIX HapyLUeHW penonspu3auuv, onocpenoBaHHON
YHKUMEN KanveBblX KaHanoB, He HabrgaeTca U B oTBefe-
HWUAX C NpusHakamu c-ma yQT, 4TO Tak e yKasbiBaeT Ha na-
TOreHeTUYECKY0 POnb HaTPUEBbIX KAHAMOB U B 3TOM Cry4ae.

MposiBneHns oboux cuHapomoB Ha K[ BapbupoBanu, HO
npu COBMECTHOM MosiBNeHMn oba Obinu BbipaxeHbl [ocTa-
TOYHO YeTKO (puc. 2). JTO yKasbiBaeT Ha TO, YTO, BEposTHee
BCEro, B OCHOBE OMNMCaHHbIX HapyLUEHWU nexar ABa BapuaHTa
ANCYHKUMM HaTPMEBBIX KaHamoB, YTO MMEET MeCTO coveTa-
HVe npusHakoB c-ma bpyraga n c-ma yQT TpeTbero Tvna, un
yTo 06a TMNa AMCAYHKUMM MOHHBIX KaHaroB YCUMMBAKOTCS
BCMeAcTBMe BO3OENCTBUSA 0bLwero natoreHeTu4eckoro pakTo-
pa, MeIoLLIEero NPEXoAsALLMIN XapakTep.

PucyHok 2.
9Kl ¢ npusHakamm 060MX apPUTMUYECKUX CUHOPOMOB,
QTc=0.46¢c
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[nsa coyeTaHus 3TUX CUMHOPOMOB TaKXe XapaKTepHa Auc-
yHKUNS CMHYCOBOrO y3na. Y naumeHTkn M. ecTb npusHaku
Takon gucdyHkumn: cpegHas YCC gHem 58 B MUH., nHorga
0o 43, npu ctonkon 6paankapaum okono 40 Houbto. OueHka
3TMX CUMMTOMOB 3aTpyAHEHa B CBSA3M C COMYTCTBYOLWEN Na-
TONornen WMTOBMAHON Xernesbl. [MNnoTMpeo3 MOXET Bbi3BaTb
Opagvkapauto 1 yanuHeHne QT, HO B HOPME 3TO He CBSA3aHO C
yanvHeHnem QTc, KOTOpLIN BbipaXaeT NonpaBKy Ha 4acToTy
putma. MNpu c-me yQT Gpagmkapans MOXET BbI3biBaTb yanu-
HeHne QTc, HO Y NaUMEeHTKN 3TOT NnokasaTernb He Obin cBA3aH
C pedkum pUTMOM, YTO MOATBEPXKAAET OOBLEKTUBHOCTbL Bbl-
SIBMEHHbIX U3MEHEHWI N OTCYTCTBME UX CBA3N C COCTOSIHUEM
LMTOBUAHOMN X)enesbl. M3ameHeHus 3ybua T npu 6pagukapamm
B HOYHOE BPEMS HE SIBMNSTCSA PEAKOCTbIO U MOryT ObITb Mpo-
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ABNEHNEM LMpKagHOW BaroToHMn. B gaHHOM criyvae oHu, Be-
POSTHO, He ABNAIOTCA crieacTBnemM c-ma yQT, Tem 6onee 4To
B 9TV nepmoabl QTC CyLweCcTBEHHO He YANMHANCS.

Conytcteytowas MBC y naumeHTKM He WCKIYeHa, HO
AOMKHa ObITb NMoATBEpPXAeHa Harpy3oyHbIMK npobamu nnu
KopoHaporpadwvei. Harpy3ouHble npobbl MOryT Takke yka-
3aTb Ha Hanuyne apMTMMUYECKOro CMHAPOMA, HO MOryT Crpo-
BOLMpPOBaTb Pa3BMTNE NONMMOPEHON TaxnkapAann, 4To Tpedy-
€T COornacoBaHus X NPoBeAEHUsi C apuTMororoM. MNoaTeepx-
AeHve amnarHosos c-ma yQT u c-ma bpyraga npepnonaraet
uccrnegoBaHue reHotuna. NpeacrasnsaeTcs LenecoobpasHbim
obcnepoBaTb POACTBEHHVMKOB MaUMEHTKU AN BbISIBNEHNS
AaHHbIX 3aboneBaHni.

HasHayeHvne npodunakTM4eckon Tepanuu npu BPOXKOEH-
HbIX apUTMUYECKMX CMHApPOMax onpeaensieTcs MakTu4eckum
pVCKOM U npepnonaraeT yyactne aputmonora. BpoxaeHHoe
HapyLUeHne cnyxa y nauMeHTKM U CMHKONanbHble COCTOSHMS
C netarnbHbIM UCXOAOM Y OMU3KNX POACTBEHHWKOB yKa3blBa-
0T Ha MOBbILIEHHbIN puck. [penapatamun BbiGopa ABNAOTCA
6eTa-6nokatopbl, HO CKITOHHOCTb K Bpaankapanm orpaHnymnBea-
€T BO3MOXHOCTb MX UCMOMb30BaHus. [auneHTke pekoMeHa0-
BaHa KOHCynbTauusi aputmornora n npuem beta-bnokaropa B
[03e, NepeHOCMMOCTb KOTOpoW Bbina ycTaHoBMNeHa BO BpeMsi
cTauuoHapHoro neyenunsi. Crnegyet Takke usberatb cTpecca,
h13NYEeCKMX Meperpys3ok 1 npuema nekapcTs, YANMHSAOLWMX
nHTepsan QT.

3aknro4yeHue

MpvBeAEHHBIN KNMHUYECKUIA Cryvan AeMOHCTPUPYET coye-
TaHve y OOHOro nauueHTa Npexogswmnx kapamorpaduieckmx
NPU3HaKoB [BYX BPOXAEHHbIX apUTMUYECKUX CUHAPOMOB:
c-mMa yQT u c-ma Bpyraga, npy 3TOM MpuU3Haku nocrneaHero
ObIny He BNOMHe TUNUYHbL. Mmetolinecs faHHbIe NO3BOMSAOT
npeanonioXnTb, YTO B OCHOBE [J@HHOIO COCTOSIHUS nexaT ABa
pa3HbIX BapyaHTa AMCHYHKLUMM HaTpreBbIX kaHanoBs. [posis-
neHust o6oux CMHOPOMOB COBMajanu He BO BCEX OTBEAEHUSIX,
YTO MOXET rOBOPUTb O Pa3NMUMsxX B OYHKLMM MOHHBIX KaHa-
OB Ha pasHbIX yvacTkax muokapga. lNpexoaswmn xapakrep
nameHeHun Ha K 1 oTcyTCTBUE apuTMUIA NpegnonaraeT Jo-
OpokayecTBeHHOE TeyeHne 3aboneBaHus, HO AaHHble aHaM-
He3a yKasblBaloT Ha MOBbILLEHHbIN pUCK. JleueHne BkrovaeT
npuem 6eta-6nokaTtopoBs, orpaHu4eHne PU3NYECKnx Harpy3ok
1 UCKIOYEeHWe npenapaTtoB, yanuHsaowmx QT nHTepsan.
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