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AHHOTAUMS

MpencraBneH 0630p nuTepaTypbl ¢ pa3bopoM KIMHMYECKOro Criydas nauueHTa ¢ coyetaHuem cuHgpoma bpyraga (CB) u
uHdapkTa muokapaa 6e3 o6CTpPyKTUBHOMO nopaxeHus kopoHapHbix aptepun (MMBOKA). Hannune CB y nauneHTa He uc-
KrnovaeT pa3suTne y Hero nHdapkta muokapga (MM). B ctatbe o6CyxaatTcs CnoXHOCTH AnddepeHumansHOM AnarHoCTUKN
cvHapoma u peHokonuin Bpyraga y naumMeHToB, SKCTPEHHO rocnUTanu3MpoBaHHbIX B Kapamnonormyeckoe oTAeneHne ¢ peun-
AVBMpYHOLLMM B6OneBbIM CUHOPOMOM B rPYAHOW KNETKE U AnarHO30M OCTPOro KOPOHapHOro CMHApPOMa C MOAbLEMOM CermeHTa
ST (OKCTIST). TwaTtenbHbIn cbop aHamHesa, aHanu3 AuHamuku anektpokapauorpammel (3KI), npoegeHne nMHBa3nBHON
KOpOHapHOM aHrnorpadumn cnocobecTeoBanm BeisiBreHnto codetaHns Cb n MMBOKA y nauueHTa.

KnioueBble cnosa: cuHapom bpyrapa, deHokonun Bpyraga, ocTpbii KOPOHAPHBIA CUHOPOM C NOABLEMOM CErMEH-
Ta ST, nHapKT M1okapaa npy HEOBCTPYKTUBHBIX N3MEHEHUAX KOPOHAPHbIX apTepuii.
KoHdnukT nHTepecos: aBTOpbI 3as1BMSAT 06 OTCYTCTBUM KOHMIIMKTA UHTEPECOB.

I'Ipospalu-loch CbMHaHCOBOﬁ HUKTO U3 aBTOPOB HE UMeeT CbVIHaHCOBOﬁ 3anHTEepeCcoBaHHOCTU B NpeacTaBiieHHbIX MaTtepua-
AeATeNbHOCTU: nax nnmn mertopax.

CooTBeTCcTBME NPUHLMNAM nauuneHT, NpeacTaBeHHbI B ONUCaHWN AaHHOMO KIMHWYECKOro cnyyas, Aasan uHgpopmumpo-
ITUKMK: BaHHOe cornacue Ha npoBefeHve ANarHoOCTUYECKUX U nevebHbIX MEPONPUSATUN.
Onsa uMTupoBaHus: MononnHa T.M., MonoxuHa KO.C. CuHgpom Bpyraga v ocTpbii MHDAPKT MUOKapaa npu He-

O6CprKTVIBHbIX N3MEHEeHNAX KOPOHapHbIX apTele|7|: 0cobeHHoCTH ONarHOCTUKMN N neveHunsa
(0630p NUTEpaTypbl 1 pazbop KNMHMYecKoro crydas). Cubupckull XypHar KIUHU4eCcKouU U 3KC-
nepumeHmarnbHol MeduyuHbi. 2023;38(2):241-247 . https://doi.org/10.29001/2073-8552-2023-
38-2-241-247.
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Abstract

A literature review is presented with an analysis of a clinical case of a patient with a combination of Brugada syndrome (BS)
and myocardial infarction without obstructive coronary artery disease ((MINOCA). The presence of BS in a patient does not
exclude the development of myocardial infarction. The article discusses the difficulties of differential diagnosis of BS and
Brugada phenocopies in patients urgently admitted to the cardiology department with recurrent chest pain and a diagnosis of
acute coronary syndrome with ST segment elevation. Careful history taking, analysis of the electrocardiogram dynamics, and
invasive coronary angiography contributed to the identification the combination of BS and MINOCA in the patient.
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BeepneHue

B 2022 r. onybnukoBaHbl 06HOBNEHHbIE PekomeHaaumm
akcneptoB EBponernickoro obwectsa kapguonoros (EOK),
NOCBSILLIEHHbIE AMarHoCTUKe M MpodunakTnke BHE3anHON
cepgeyHon cmeptu [1]. OgHako Ha CerogHsAWHWMA OeHb
No-NpPeXHeMy MMETCH CIOXHOCTU B AMArHOCTUKE KaHa-
nonaTtuin, B YyacTHocTu cuHgpoma bpyraga (CB), koTopbin
MOXeT AebTUpoBaTh Kak CUHKOME U XMU3HEeYrpoXKatLwmumm
XKernyao4yKoBbIMW HapyLUEHUAMU pUTMa, Tak U BHE3anHown
cepaeyHon cMepTbio [2—5]. Y maumeHToB, rocnuTanmampo-
BaHHbIX B NOPSAKE HEOTNOXHOW NMOMOLLU, C 3aTSXKHBIM aH-
rMMHO3HBIM CMHAPOMOM, COMPOBOXAAOLLMMCH U3MEHEHUEM
KOHEYHOW YacTu XernyAovyKoBOro KoMmmnnekca B BUAE NOAb-
ema cermeHTa ST Ha anekTtpokapauorpamme (OKI), moryt
ObITb BbISBMEHbI MPU NPOBEAEHUN UHBA3MBHOW KOPOHAapO-
BeHTpukynorpacdun (MKBIY) He Tonbko remognHamMuyecku
3Ha4YMMbIEe CTEHO3bI, HO U OTCYTCTBME OBCTPYKLMN KOPOHap-
HbIx apTepui [6—10]. Y HekoTopbIX NauMeHToB, NOCTYMNMB-
LIMX C NpeABapuTenbHbIM AUAarHO30M OCTPOro KOPOHapHOro
cuHgpoma ¢ nogbemom cermeHta ST (OKCIIST), moxer
ObITb BepudmuMpoBaHa kaHanonatud, B 4actHoctu Cb.
Hepepako cnoxHo anddepeHunpoBaTth Hannyne codeTaHus
CB u OKCTIST u cdeHokonun bpyrapga y naumneHTta ¢ OKC-
MST[11, 12].

OnucaHwue cny4as

MaumenT B., 31 roga, 6bin rocnuTanmManpoBaH B nopsiake
HEOTNOXHON NOMOLLM B Kapanonorudyeckoe otaeneHme Ne 1
HWUW kapanonoruu ¢ xanobamm Ha anu3oa noTepu Co3Ha-
HUSA OOHOKPATHO, a TakkKe Ha >rydne Gonum 3a rpyguHon c
mppaguaumer B nesoe nnevo, pyky, nonatky. 3a oaHu CyTku
00 rocnuTanu3auum nocrie NoxXopoH POACTBEHHMKA MOSBU-
nunck xanobbl Ha Nepuoanyeckn nosaensoLmMecs, 4o 5 pas,
3aTsKHblE Xryyme 6onu 3a rpyavMHon ¢ nppaguauuven B ne-
BO€E MNNeYo, PyKy, ionaTky, BO3HUKaLLMe B NoKoe, Npoaon-
XUTENbHOCTBIO A0 15 MWH, HUTPOMULUEPUH HE NMPUHUMAnn.
Mocne noxopoH ankoronuauposarncs. B geHb rocnutanu-
3aLuMKn BHE3anHo nortepsn cosHaHue — 1 anu3on, NogobHbIX
COCTOSIHMI paHee He 6bino. PoacTBeHHUKM Bbi3Banu Gpura-
ay ckopon meguumHckon nomotum (CMM). Mpuwen B cebs
camocTosTensHo Ao npuesga CMI: cepgeyHo-neroyHas

peaHumauus He nposogunack. [locne BOCCTaHOBMNEHUS CO-
3HaHMWSA, CO CIMOB NauMeHTa, yYaleHns YacToTbl CepaeYHbIX
cokpawleHui (MCC), nepeboeB B paboTe cepaua He oOLly-
wan. 3a 3 Mec. 4O NOTepU CO3HaHWS MOSIBUMMCH 3NM30abI
nepeboes B paboTe cepaua, BO3HMKaoLWwme Ha oHe huran-
YeCKOW Harpysku, HO K Bpayam He obpaliancsa n He obcne-
Aosarcs.

MauneHT poawmrnca B CenbCcKOM noceneHun 2-m pebex-
KOM, pOC M pasBMBancsi COOTBETCTBEHHO BO3pacTy; obpa-
30BaHMe — cpegHee, pabotan BoguTeneM rpysoBoOro aBTo-
TpaHcnopTa. B apmum cnyxun B norpaHBsorickax. Co cros
naumeHTa, Ha OKIN 6bIMM U3MeHeHUs (He MOXET YTOYHUTb
xapaktep nsmeHeHuin Ha AKIM), HO OH HacTosiN Ha cnyxbe B
apmun. drusnyeckme Harpy3sku nepeHocun xopowo. Hannune
onepaTuBHbIX BMeLLIATENbCTB, XPOHUYECKMX 3aboneBaHuw,
YepernHo-MOo3roBbIX TpPaBM OTpuuaer. BpegHble npuvBbIYKK:
KypuT ¢ 15 neT no Hactoslee BpeMs no 1 nayke curapet B
A€eHb, ankoronb — no npasgHukam. Cnyvyaes BHe3anHowm cep-
aeyHon cmepTtun (BCC) cpean poaCTBEHHMKOB NEPBOM NNHWMK,
CO CrnoB nauueHTa, He bbino. HacneacTBeHHOCTb Mo cepaey-
HO-COCYAMCTbIM 3aboneBaHVaM He oTAroweHa. Annepruye-
CKU aHaMHe3 He OTSATOLLIEH.

MaumeHT ObIN gocTtaBneH Gpuragon CMIT B nprvemMHoe
otaenenne HUWM kapguonorum ¢ gmnarHosom: OKCIIST. Ha
MOMEHT MOCTYMIEHMS CO3HaHNe SICHOe, Temneparypa Tena —
36,4 °C, koxxa OObIYHOWM OKpacKW, TENOCMOXeHNe — runep-
cteHuyeckoe: Bec — 102 «kr, poct — 180 cM, MHAEKC Macchl
Tena — 31,5: oxunpeHne | ctenenun; AbixaHue XecTKoe, XpUnos
HEeT, YyacToTa AbIxaTenbHblX ABMXeHUn — 16 B MuH. Mepude-
punyeckas catypaums kposu SpO2 — 99%. MpaHuubl cepaua
B nNpegenax HopMbl. TOHbI cepaua NpUrmyLLeHbl, PUTMUYHbIE,
104 yo/mun. Al 120/80 mm pT. cT.

Ha OKI' npu noctynneHun B nNpuveMHoe OTAeneHue
(puc. 1) — cuHycoBas Taxukapaums, YCC — 104 ya/muH. OT-
KITOHEHME 3neKTpUYeckon ocu cepgua Bneso. [NepexogHas
30Ha — V, HenonHasa Grokaga npaBon HOXKW ny4dka nca ¢
nogbemom cermeHta ST no Tuny ceoga Ha 3 MM C Mepexo-
OOM B oTpuuatenbHbii 3ybey T B Tpex npaBbiX MNPEKOpAu-
anbHbIX oTBeaeHuax V —V,, nogbem cermenta ST Ha 1,5 MM
B aVL, peumnpokHas genpeccusi cermenta ST B I, Ill, aVF;
Henb3a uckntounTb OKI nattepH CBb (1-1 Tun).
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Puc. 1. OKI" nauuneHTa B. npu noctynnexHunmn
Fig. 1. ECG V. at admission

Mpn axokapamorpadum (3xoKI') natonormn He HangeHo.
Mpwn peHTreHorpachnn opraHoB rpyaHON KIEeTKU YCTaHOBIe-
Hbl MPU3HAaKM NEroYyHon BEHO3HOW runepteHsun | cteneHwm,
nepepacnpegerneHe Nnero4yHoro puUcyHka B BepxHuWe oTge-
nbl. Mpn noctynneHunn obwwmii aHanns3 kposu — 6e3 naTorno-
MV; BbISIBMIEHO MOBbILWEHWE KOHUeHTpauuu TponoHuHa | —
0,987 Hr/mn (pedepeHcHble 3HayeHus — 0,00—0,04 Hr/mn,
noporoBoe 3HayeHve Ansa uHdapkta muokapga (MM) —
0,5 Hr/mn); MB-KpeatuHkmHasa (MB-KK) — 13,00 Ea/n (pe-
depeHcHble 3HauveHnss — 0,00-25,00) n KpeatuHknHasa
(KK) — 54,00 Ep/n (pedepeHCHble 3HadeHus — 38—
195,00 Ea/n) — B npegenax pedepeHCHbIX 3HAYEHWIA.

MauneHTy NpoBOAMIOCH CcregyoLlee nevyeHve: nHdysms
HebpakumoHupoBaHHoro renapuHa (H®I), ckopocTb KOTO-
pol KoppekTupoBanacb MOCPEeACTBOM MOHWTOPUHIA akTu-
BMPOBAHHOMO Y4aCTUYHOro TPOMBONNACTMHOBOrO BPEMEHU
(AYTB), a Takke MHY3NM HUTPATOB, METOMNPOSIONA; BHYTPb —
ABOViHas aHTuTpombouuTapHas Tepanus: Krnonuvaorpen,
aueTtuncanuuunosas kucnota (ACK), a Takke posyBacTaTuH,
naHTonpasorn.

Hamn 6bin paccuntaH puck BHYTPUroCNMTarnbHOW 1 Lie-
cTumecsyHon netanbHocTv no wkane GRACE — puck BHy-
TpUrocnuTanbHON NeTanbLHOCTW ANA nauneHTa B. coctasun
6onee 8%, puck neTtanbHOro UCXoA4a — BbICOKWN; PUCK LLE-
CTMMecsiYHOM netanbHocTn — ot 1 go 3%, puck netanbHOro
ucxopa — cpegHun (126 6annos).

C y4yeTOM coxpaHsLieroca AvckomdopTa 3a rpyau-
HOW, Hannuns mnameHeHn Ha OKI 1 MOBbILWEHUS YPOBHS
TponoHvHa | naumeHTy Obina npoBegeHa 3KCTpeHHO KB,
3aKMoYeHne: TN KPOBOCHabXeHWs npaBbli. 3ameaneHHbIN
KOpPOHapHbIA KPOBOTOK. ATEPOCKIEPO3 KOPOHAPHbIX apTepun
He BbisiBneH. boneson cuHgpom Obin KynMpoBaH B nepBbie
CyTKv rocnutanusauun. B guHamuke yepes aBsoe cyTok 6bino
BbISIBITIEHO CHWxeHne TponoHunHa | o meHee 0,01 Hr/mm,
MB-KK — pgo 8,0 Ea/n, KK — no 59,0 Ea/n. Mokasatenu nnas-
MEHHOro remocrtasa (obwuin dubprHOreH, pacTBOpUMbIE
(POPUH-MOHOMEPHBIE KOMMIEKChI) OCTaBanuchb B npegenax
pedepeHCHbIX 3HadeHun, nuwb AYTB 6bINo yanuMHEHO Ao
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75 ¢ Ha coHe nHy3un HPIT n BepHynocb k HopManbHbIM
3Ha4YeHNsIM Nocre NpekpaLeHns NeYeHns renapmHoOM.

Y nauueHTa Obina BbISABNEHa rMNepxonecTepuHeMus:
NoBbILLEHNE YPOBHS 06LLero xonectepuHa o 7,3 MMonb/n,
K coXxaneHuwio, Apyrne nokasatenu fUNMAHOro crnekTpa He
Obinv onpegeneHsl. Yepes cyTkn B guHamuke Ha KT (puc. 2)
COXpaHsANCA CUHYCOBLIN PUTM, OTMeYanoch ypexeHne HYCC
oT 104 ya/MuH, 3adoMKCUPOBaHHbIX B A€Hb rocnuTanvsauum,
0o 69 yo/muH. CoxpaHanacbk HenonHasi 6nokaga npaBon
HOXKM ny4ka 'mca ¢ nogbemom cermeHTa ST Ha 3 MM, HO He
no Tuny cBoga, a Nno Tuny ceana ¢ Ayrol BbIMYKNOCTbIO KHU-
3y, C MepexoaoM B nonoxutenbHbin 3ybel, T B Tpex npasbix
npekapamasbHbiX oTBeaeHuax V., —V,, 4To xapaktepHo Ans
Cb 2-ro tvna; cermeHT ST B aVL onyctunca go u3onuHum,
nc4yesna peumnpokHasi genpeccusi cermenta ST B I, 1, aVF.

Y naumeHTa mMmeroTca akTopbl pUcka MLIEMUYECKOMN
6onesHun cepgua (MBC): MyXCKOM nom, KypeHue, oXxupe-
Hue, runepxonectepuHemns. C y4yeTom Hanmums dakTo-
poB pucka MIBC y naumeHTa, NosBReHns xry4mx donewn 3a
rPyAVHON C TUMWYHOW Mppagmnaument, ConpoBOXAaBLUNXCS
nsmeHeHnamn Ha IKI (nogbem cermexTa ST B |, aVL,V —
V,, peunnpokHas genpeccus cermenta ST B I, lll, aVF ¢
nocneaywmmM yMeHbLUEHUEM CTEMNeHW BbIPaXKEHHOCTU
nogbema ST n ucdyesHoseHmeM genpeccun ST), noebille-
HWS TPOMOHMHA | C NoCNeayLWUM ero CHUKEHNEM, OaHHbIX
uKBI™ (3amenneHHbIN KOPOHaPHbIN KPOBOTOK; aTEPOCKNEPO3
KOpPOHapHbIX apTepuin He BbISBIIEH) He Bbi3biBaeT COMHe-
HUA Hamu4yve y naumeHTa OCTPOro NepBUYHOrO NepenHero
He Q-nHdapkTa Mmokapaa 6e3 06CTPYKTMBHOIO NOpaXkeHust
KOpPOHapHbIX apTepun.

Ho 14% Bcex MMM npoucxoguT npu OTCyTCTBMU OOCTPYK-
TMBHOro (> 50% cTeHO03) nopa)keHusi KOPOHApPHbLIX apTepuin
[13]. OTtcyTcTBUE OBCTPYKTMBHOIO MOPaKEHUSA KOPOHaPHbIX
apTepvn y nauueHTa ¢ CMMNTOMamu UWeMUN Muokapaa He
oTpyUaeT aTtepoTpoMboTMYecKor 3aTuonorun. B cooTtseT-
ctBum ¢ PekomeHgaumamm akcneptoB EOK [7] npeanoxeHsbl
cnegywowme guarHoctuyeckne kputepum MMM 6e3 o6CTpyk-
TMBHOTO NOPaxXeHns KopoHapHbIx aptepun (MMBOKA):
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Puc. 2. 3KI" naumneHTa B. yepes cyTku rocnutanusauum
Fig. 2. ECG V. after a day of hospitalization

1. YHuBepcanbHble Kputepumn octporo MIM: HapacTaHue
n/MNn CHUWXEHUE YPOBHSA CEPAEYHOro TPoMnoHMHa (Mpw ycrno-
BUW, YTO XOTS Obl O4HO 3Ha4YeHMe npeBbiwano 99-i nepuex-
TUINb OT BEPXHEN rpaHuLibl HOPMbl) IOIHKHO COYETATLCS XOTH
Obl C OAHMM MPU3HAKOM M3 HWKEMNEPEYUCITEHHBIX KMMHUYe-
CKUX KpUTEPWEB: @) CUMNTOMbI ULLEMUN MUoKapaa; b) BHOBb
BO3HMKLUME nweMmyeckne nameHeHns Ha OKT; ¢) nosieneHne
narornorunyeckoro 3ybua Q; d) BbisBrneHve no JaHHbLIM BU3ya-
NN3NPYIOLLMX METOAMK HOBbIX Y4aCTKOB HEXU3HECTIOCOBHOro
MUoKapaa NMnbo HOBbIX y4aCTKOB HapyLLEHWS NoKanbHOM Co-
KpPaTUMOCTW, NPEANONOXUTENBHO ULLEMNYECKON 3TUONOTNN;
€) BbisiBNeHne Tpomba B KOPOHaPHbIX apTepusx No AaHHbIM
KOpOHapoaHruorpadum nunm aytorncum).

2. OTCyTCTBUE OKKIO3UWM KOPOHAPHOW apTepun no aHru-
orpadumu, onpeaensieMoe Kak OTCyTCTBME CTEHO3a KOpOHap-
Hol apTtepun = 50% B NoTeHUManbLHOW UHGAPKT-CBA3aHHON
apTtepuu.

3. HeT sBHbIX Npy4MH, 06yCNnoBNMBaoLWMX KIMHUYECKOE
COCTOSIHUE.

Taknum o0bpa3om, He BbI3blBAET COMHEHU Hanuune NM-
BOKA y naunenTta B. CornacHo PekomeHgauusim akcnepToB
EOK [7], nocne BbinonHeHust uKBI™ 1 BbIABNEHNSA OTCYTCTBUSA
0BCTPYKTMBHOIO NOPaXKeHUSA KOPOHAPHbIX apTEPUI B TEYEHNE
2 Hep. nocne pa3sutua MMBOKA anst yToyHeHWs atmonornm
3aboneBaHNsi NOKa3aHo NpoBeAeHNe MarHUTHO-PE30HAHCHO-
ro uccrnegoBaHus cepaua, KoTopoe, K CoXaneHuto, He 6bino
BbIMOJIHEHO B CBSI3N C OTCYTCTBMEM BO3MOXHOCTU NpoBeae-
HUS JaHHOro uccnegoBaHus. B 1o ke Bpemsi obpallaer Ha
cebs BHMMaHne Hanuune y naumeHTa CUHKoNe B aHaMHe3e,
a Takke nameHeHun Ha K, xapaktepHbix ans Cb 1-ro tuna
npuv NocTynneHumn (HenonHas 6nokaga NPaBoW HOXKM MyyKa
Mca ¢ nogbemom cermeHta ST no Tvny ceBoga Ha 3 MM C
nepexofoM B oTpuuaTenbHbin 3ybel T B oTBeaeHuax V -V,),
KOTOpbIE Yepes CyTku TpaHCHOPMMPOBAnIMCh BO 2-1 Tun (co-
XpaHsanacb HenomnHasi 6riokaga npaBoKr HOXKM ny4ka uca ¢
nogbemom cermeHta ST Ha 3 MM, HO He Mo Tuny ceoAa, a
no TWny ceana c Ayroun BbiMyKMNOCTbIO KHK3Y, C MepexoaoM B

nonoXxuTenbHbI 3ybel T B Tpex npaBbix NpekapavanbHbIX
otBeaeHuAx V —V.,),  OTCyTCTBME NPU3HAKOB OPraHU4YeCcKoro
nopaxeHust Mmokapaa; BCe 3T0 NOCNY>X1no OCHOBaHWEM AN
noctaHoBku guarHosa Cb. MNaumeHT Obin ocMOTpeH 3aBeay-
IOLLMM OTAENEHMEM XUPYPTMYECKOTO NEYEHUS CIOXHbBIX Ha-
pYLUEHMI pUTMa cepaua 1 neKTPoKapAMOCTUMYNALMK, Bbin
noctaeneH guarHos: Cb (1-i4 Tun), pekomeHgoBaHa UMMMaH-
Tauus kapauosepTepa-gecdubpunnatopa (AUKO) He paHee,
yem yepes 40 gHewn ot octporo VM. MNauneHT Gbin BbiNnUcaH
yepes 7 CyT B YOOBNETBOPUTENBHOM COCTOSIHAM CO Creayto-
MM KOMOWHMPOBaHHBIM ANArHo30M:

MBC. OcTpblii NepBUYHbIN NepeaHuii He Q-MHMapPKT MU-
okapga neBoro xenygodka. Mukpococyauctas kopoHapHasi
aHrvonartums.

CB, 1-i Tun.

OcnoxHeHus: JleroyHo-BeHO3HasA rvnepTeHans 1-i cre-
neHun. JleroyHo-apTepmnanbHas rmnepTeH3nsa 1-2-in cteneHu.
XpoHuyeckas cepaevHasi HeOCTaTOYHOCTb C COXpaHEHHOW
dpakumen seibpoca (60%) | ctagum. OK Il (NYHA).

Conytctaytowme: OxupeHue 1-in ctenexun. Qucnunuaemus.

CB 6bin onucaH ewe B 1992 r. [14], ogHako pacnpocTpa-
HEHHOCTb JAaHHOro CMHApOMa B O6Liei nonynsuum 0o cux
nop HesicHa, YTO CBA3aHO, BO3MOXHO, C auHamukon Kl -ns-
MeHeHuI, xapakTepHbix ans Cb [15, 16]. Cb — ato kaHano-
naTnsi C AJOMWHAHTHLIM HacnegoBaHWEM U Pa3fNNYHON NeHe-
TPaHTHOCTbIO, 32aBMCMMOW OT BO3pacTa 1 nona: KnMHu4Yeckue
nposiBNneHus 3aboneBaHnsi BCTPEYalTCA Yalle y B3pOCTbIX 1
B 8 pas3 valle y My>XYUH, YEM Y XKEHLLMH.

MatTepH Bpyraga 1-ro TMnNa xapakTepusyeTcs HanMunem
NOIHOW UNy HenonHow 6rnokaabl NpaBoW HOXKKM ny4ka ca
C nogbemom Toukun J > 2 MB c Bbinyknon anesauven ST un
uHBepcmen 3ybua T, no kpanHen mepe, B O4HOM NPaBoM npe-
KapavansHom otBefeHun KT, V, unu V,, pacnonoxeHHoMm
BO BTOPOM, TPETbEM UMW YETBEPTOM MexXpebepbe, unu npu
peructpauun 3K B BEpXHUX NpekapananbHbIX 0TBEAEHNAX
(MexxpebepHbIX NpomexyTkax Ha 1-2 pebpa Bbille nonoxe-
HUI 3aneKTpoaos B V, 1 V,). 3TO MOXET NPOU3ONTU CMOHTaH-
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HO 1nK GbITb BbI3BAHO BO3OENCTBMEM NEeKapcTB — Bnokaro-
pOB HaTpWEBbIX KaHanoB, Hanpumep, runyputMmana B Aose
1 mr/kr, npokanHamuaa B gose 10 mr/kr, onekanHmaa 2 mr/kr,
unu nuxopagkow [1]. Ha SKIM BO3MOXHO ykOpo4eHue MHTep-
Bana Q-T u yanuHeHnne P—Q (P-R). Tunnynas OKIM-kaptuHa
HanomuHaeT mopay bynsTepbepa, No3ToMy AaHHOE U3MeHe-
HVMe MHOrAa Ha3blBalT «TMNOM BynsTepbepar.

Cb guwarHoctupyetcsa y nauueHtoB 6e3 gpyrmux 3abo-
neBaHMM cepgua M CrNOHTaHHbIM NaTTepHoMm 1-ro Tuna,
He3aBMCMMO OT CMMIMTOMOB, M3-3a €ro peaKkocTu B obLuen
nonynaunmM 1 B CBS3N C BbICOKMM PUCKOM BHE3arHoWm cep-
AEYHON CMepTu BCneacTBme nonMMopdHON Xenygo4koBom
Taxmkapammn (KT) nnu pmbpunnaumm xenygodkos [1]. $u-
Opunnaums xenygoykos (PXK) BcTpeyaeTcs B cpegHEM BO3-
pacte 41 £ 15 nert, HO MOXeET BO3HUKATbL B Nt0OOM Bo3pacTe,
00bI4HO BO BpeMms oTabixa unu cHa. Jlnxopagka, ypesmep-
Hoe ynoTpebneHue ankorond n obunbHOe NuUTaHne — 3To
Tpurrepbl, KoTopble No3BonsatoT BbisiBUTbL OKIM 1-ro Tmna u
npeppacnonaratoT kK PX.

Cb - HacnepctBeHHoe 3aboneaHue, oOycrnoBneHHoe
B 20% cny4yaeB ayTOCOMHO-OOMMHAHTHOW MyTauuen reHa
SCNb5A, pacnonoxeHHOro B KOPOTKOM nnieye 3- XpoMOCO-
mbl (3p21), kKogmpytoLlero 6uocnHTes 6enkoBbIx cybbeauHuL,
HaTPMEeBOro KaHana KapauoMUOLMTOB.

C momeHTa naeHTndukaumm reHa SCN5A B 1998 r. B ka-
YeCcTBE MepPBOro reHeTMYEeCKOro BUHOBHMKA ObINo BbISBMEHO
6onee 450 naToreHHbIX BapnaHTOB B 24 reHax, KoTopble CBS-
3biBatoT ¢ passutnem Cb (ABCC9, CACNA1C, CACNA2D1,
CACNB2, FGF12, GPD1L, HCN4, HEY2, KCND2, KCND3,
KCNE3, KCNE5, KCNH2, KCNJ8, PKP2, RANGREF,
SCN10A, SCN1B, SCN2B, SCN3B, SCN5A, SEMAS3A,
SLMAP, n TRPM4) [17]. laHHble reHbl KOAMPYIOT cepaeyHble
HaTpveBble, KanveBble N KanbLMeBble MOHHbIE KaHanbl, yya-
cTBylLMe B (hOPMMPOBaHMKN NOTeHUMana 4encTBmsa B MUO-
Kapge, unv accoumMmpoBaHHble C HUMKU Benkn, 4To No3BonseT
paccmatpuBaTb CBb kak BpOXOEHHYIO (NEepBUYHYIO) MOHHYHO
KaHanonatuio ¢ ayTOCOMHO-AOMWHAHTHBIM TUNOM Hacneno-
BaHusA. Cb oTHOCUTCA K 3-My TMNy CMHAPOMA YOSIMHEHHOrO
nHtepsana QT (LQT3).

Takvum obpasom, kputepusammu noctaHoskn Cb y naunen-
Ta B. nocnyxvnu Hannune cnoHtaHHoro SKI-natrepHa 1-ro
TUNa, CUHKOMeE, a Takke OTCYTCTBUE NMPU3HAKOB OpraHNYecKo-
ro nopakeHusa Mmvokapga. lNaumeHT 6bin BeiNucaH co cneay-
IOLWUMN pekoMeHaaunsamMm Ha ambynaTopHbIv 3Tan nevyeHns:
nokasaHa noeTopHasa rocnutanu3aums B HAW kapgmonorum
¢ uenbto umnnantaumn AVKI; ancnaHcepHoe HabnwogeHue
Kapguornora; NpoBeAeH1e XONTePOBCKOro MOHMTOPUPOBAaHNSA
OKT'; koHCynbTaumsa Bpada-reHeTvka, nposedeHne cenekTue-
HOro MONEKYNAPHO-reHETUYECKOTO CKPUHMHIA Y POACTBEHHU-
KOB NEpPBOW 1 BTOPOW NMMHUK, @ Takke nx obcrnegoBaHvne ansi
ucknioveHnst Cb; pekomeHgoBaHo nsberatb 9K30reHHON ru-
neprepmum (0Tkas oT nocelueHns 6aHb, cayH 1 gpyrmx nap-
HbIX); CPOYHO CHWXaTb TemnepaTtypy Tena npu nuxopagke
pa3nnyHOro reHesa (ocTpble pecnupaTopHble 3aboneBaHus
W Np.); He NPYHUMAaTbL aHTUapuTMmM4eckne npenapatsl | knac-
ca, NCMXOTPONHbIE Npenaparbl, aHTUFMCTAMUHHBIE U XONNHO-
nutuyeckme cpeacrtea. Npuem nuwm — Yacto, HeGonbLNMHN
nopumsamun. AapobHasa dusmyeckas Harpyska, 4O3MPOBaHHas
xoapba Ha cBexeM BO3Ayxe MO CamOYyBCTBMIO, OblxaTerb-
Has rMMmHacTvka. aumeHTy pekomMeHOOoBaHO NPOJOMKUTb
npvem npenapaTos: (OUKCUPOBAHHON KOMOWHaUMK Knonwu-
porpena + ACK (75 + 100 mr) — 1 T. yTpom X 1 pa3 B AeHb,
naHTanpasona (40 mr) — 1 7. yTpom x 1 pa3 B AeHb, a Takke
posysacTtatuHa (40 mr) — 1 T. yTpom X 1 pa3 B AeHb.

O6cyxaeHue

JaHHbIN KNUHUYECKUA MpUMep OEMOHCTPUPYET CROX-
HOCTU BbisiBreHns CB y naunMeHToB, rocnuTannanpoBaHHbIX
9KCTPEHHO C BoneBbIM CUHAPOMOM B IPYAHOW KINETKE U Ha-
nnunem nogbema cermeHTa ST Ha OKT. MNovyeMy Mbl gnarHo-
cTupoBanu y nauueHTa B. couetanme Cb n UMBOKA? Heo6-
XOAMMO MOMHUTb O Tak Ha3blBaeMbIX PeHOKONUSX cMHApOMa
Bpyrapa (®B) — 310 KNMMHWYECKME COCTOSIHUSA unu 3abone-
BaHWS, KOTOPble 3TUOMOrMYeckn OTNNYAKOTCS OT UCTUHHOMO
BpoxaeHHoro Cb, HO nmetoT nameHeHus Ha OKI, ngeHTn4-
Hole Bpyraga nattepHy 1-ro wunu 2-ro TMNoOB B npekapau-
anbHbIx otBefeHuax (V.-V,) [11, 12]. ®b moryT Bo3HuKaTb
TPaH3UTOPHO Ha hoHEe MeTabonNnYecknx PpaccTPONCTB, SNeK-
TpoTpaBMmbl, nwemun 1 np. Kak Tonbko npuumHa ®b ncuesa-
eT, HabnopgaeTcs Hopmanusauust KT B oTnnyme ot cryyaes
¢ Cb. ®apmakonorunyeckmin Tect npu ®b — oTpmuatensHbIn.
leHeTu4Yeckoe TeCTMpOBaHWE HE NOATBEPAMT HaNMyne myTa-
unn, otBevarowmx 3a Cb.

C uenbto cHWxeHust runepauarHoctikn Cb 6binn npea-
NOXeHbl AnarHoCTUYecKne KpuTepum, Tak HasbiBaemas LLaH-
xavickasi cuctema oueHku ans guarHoctukn Cb, kotopas no-
Mumo aHanusa JKIM yunTbiBaeT KMMHWYECKUE MPOSIBNEHWS,
CeEMENHbIi aHamMHe3 WU pe3yrnbTaTbl eHETUYECKOro TecTu-
poBaHus [12]. B otnnune ot b y naumeHta B. Hapsagy co
crnoHTaHHbIM JKIM-nattepHom CB 1-ro Tuna GbINO CUHKONE;
cornacHo LllaHxanckow Wwkane y naumMeHTa — onpeaeneHHbIn
Cb (4,5 6anna) [1, 12]. B guHamuke y naumeHTa B. coxpa-
Hancs OKIM-naTTepH 2-ro tmna.

3akn4eHue

OnucaHHbIN HaMW KNMHWYECKUIA cryYal npencraBnsieT
WMHTEPEC HanuMuMem LOCTaTOYHO peaKko BCTpevaloLllerocsi
coyetanua Cb n MMBOKA. Cb guarHoctupyetcsa y nauu-
eHToB 6e3 gpyrux 3aboneBaHui cepaua M CMOHTaHHbIM
naTttepHomMm 1-ro Tuna, He3aBUCMMO OT CUMMMTOMOB, W3-3a
€ero pefkoct B oOLier nonynsummM U BbICOKAM PUCKOM
BCC. MNatTepH 1-ro TMna Takke MoXeT ObiTb Bbi3BaH BBe-
AeHveM npenaparta, Onokvpytowero HaTpueBble KaHarbl B
KayecTBe AMarHoCTUYECKOro TecTa y NaluMeHToB C Nogo3pe-
HMeM Ha ckpbITblh CB, HO 6e3 cnoHTaHHoro 1ro Tuna 3K
[1, 2,12, 18].

Heobxoanmo MCKNouNTL ApyrMe COCTOSIHUS, KOTopble
MOryT O6bACHUTL NaTTepH 1-ro TMna, Tak HasbiBaemble de-
Hokonun Bpyrapa [11, 12, 19]. npyunpoBaHHbii SKI-nat-
TepH 1-ro Tvna TpebyeT Ans noctaHoBku auarHo3a Cb
ApYyrve KnMHU4eckne npusHaku, Takme Kak AOKyMeHTarnbHO
noaTeepxxaeHHas nonumopdHas XT/PXK, aputmuveckmi
06MOpPOK MM COOTBETCTBYHOLLMIA CEMENHbI aHamHes. Pe-
3ynbTaT reHeTUYeckoro TecTupoBaHus y naumeHToB ¢ Cb
cocTaBnsieT npumepHo 20% c reHom SCN5A, eanHcTBeH-
HbIM FEHOM C [oKasaTenbCTBamMu accouuaumm Ans Khu-
HUYyeckmx ucnbiTaHuin [19]. HecooTBeTcTBME heHOTMNA U
reHotuna Habnogaetca B cemenctBax SCN5A, 4yto obbsc-
HAETCA NepeMeHHbIMU 3hdeKTaMn CEPLE3HOCTU MyTaLmu
W LIKarne noriMreHHoro pyucka, nofly4eHHon 13 NofiHoreHoM-
HbIX accoumaTmBHbIX uccrnegosaHui [1, 17, 20]. NpumepHo
y Tpetn nauueHtoB ¢ Cb umeetca obmopok [3, 4]. Puck
apuTMmnyecknx cobbitun y nauneHtoB ¢ Cb ¢ HeobbsACHU-
MbIM 06MOpPOKOM B 4 pasa Bblille, YeM puck y 6eccumnTom-
HbIX naumeHToB [3, 21]. Skcneptel EOK [1] pekomeHaytoT
AnarHoctnposaTth Cb y naumeHToB 6e3 apyrux 3abonesa-
HUA cepgua u co cnoHtaHHbiM JKIM-nattepHom Bpyrapa
1ro Tuna (knacc IC). PekomeHgyeTcsa auarHoctuposatb Cb
y naumeHToB 6e3 apyrux 3aboneBaHun ceppua, NepexuB-
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LUMX OCTaHOBKY cepgua m3-3a ®XX unu nonumopdHomn XKT,
y kotopbix Ha JKI mmeetca nattepH bpyraga 1-ro tuna,
MHOYLUPOBaHHLIA NpoBoKaumen brnokatopamu HaTpreBoro
KaHana nnv Bo Bpems nuxopagku (knacc IC). NeHeTnyeckoe
TecTnpoBaHue Ha reH SCN5A pekomeHOOBaHO NMPOBOAUTL
ans npobaHgos ¢ Cb (knacc IC).

Takum obpasom, Hannune Cb cneagyeT paccmatpumBath y
naumeHToB 6e3 gpyrnx 3abonesaHun cepgua U ¢ MHOYLUMpPO-
BaHHbIM naTtTepHoM bpyraga 1-ro Tvna, y KOTOpbIX €CTb XOTS
Obl OIMH U3 HKENEPEYNCIIEHHbIX MPU3HAKOB: apUTMUYECKUIA
0OMOpPOK MnNM Ho4yHOe aroHanbHoe AbixaHue (knacc llaC),
cemeriHaa uctopust Cb (knacc 1laC), cemelnHbIi aHamHe3
BHEe3anHow cMepTu (Bo3pacT < 45 neT) ¢ oTpMuaTenbHbIM pe-
3yNnbTaToOM BCKPbLITUS M NOAO3pUTENbHBIMM 06CTOATENLCTBA-
mu ans Cb (knacc llaC).

CB moxeT paccmartpuBaTbCsi Kak AMarHo3 y naumMeHToB
6e3 apyrux 3abonesaHuii cepgua, y KOTopbiX HabniogaeTcs
nHayumposaHHbin nattepH K Bpyraga 1-ro tuna (knacc
IIbC). Ana npodmnaktukn BCC nmnnaHtauma AUKL peko-
MeHayeTtcs nauyneHtam ¢ CB, kotopble: (a) nepexvunu npe-
pBaHHyl0 ocTaHOBKY cepgua (knacc IC), n/vnu (b) 6eina 3a-
AOKYyMeHTUpoBaHa cnoHTaHHas yctondmsas XKT (knacc IC).
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