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Buesamuas ceppaeunas cmepts (BCC) mwu
MOJIOJIOTO BO3pACTa OCTaeTCsA ONHOU u3 HamboJiee
Ba)KHBIX ITIPOOJIEM COBPEMEHHOW KapAUOJIOTHUN.
CorylacHO SIUAEMUOJJOTUUYECKAM HCCJIeIOBAHUAM,
yacrora BCC cpenu mereit, TOAPOCTKOB U JIUIL, MOJIO-
IOTO BO3pacTa B IejoM coctasiser oT 1,3 mo 8,5
Ha 100 000 uemoBeko-jet [1]. IIpu amanuse mam-
HBIX O mpuumHax BHesamHoi cmeptu (BC) B B03-
pacte mo 35 jeT OGbLTIO OOHAPYIKEHO, UTO B PABHOM
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creneiu BCC MoKeT pas3BUTHCS KaK BCJIEICTBUE
Pas3IuUYHBIX aHOMAaJIUU KOPOHAPHBIX apTepuii, Tak
U B pe3yJbTaTe 3J0KAUECTBEHHBIX KEJTYIOUKOBBIX
TaXUapUTMUN Ha (PoHE CTPYKTYPHO HOPMAJIBHOTO
cepama [2—-5]. CorsacHO mAaHHBIM ayTOIICUII BHE-
3aITHO YMEpPIINX, CTPYKTypPHAA IaTOJIOTUA CepAlia,
Kak mpasumio, orcyrctByer B 10-45% cayuaes [3,
6]. Psax aBTOpPOB BBICKA3aJil CBOU IIPEAIOIOKEHNA,
YTO B 9THUX CJHyYadX MMEHHO I'eHEeTHUYECKHU OeTep-
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MUHUPOBAHHbLIE TEPBUYHBLIE JJIEKTPUUECKUE 3a00-
nesanua ceppamna (I193C) aBiasoTca ITpUYMHAMU
BHE3AIIHON apUTMHUUYECKON CMepTH, UYTO YaCTUUHO
OBLJIO TOATBEP:KIEHO HAHHBIMU IIOCMEPTHOTO reHe-
TUueckoro ckpunuHra [3, 6]. HauGonee pacmpo-
CTpaHeHHbIe cepleuHble KaHAJIOUATUU, TaKue Kak
cuuapom yaiamHenHoro mHTepBasa QT (CYU QT),
cunapoMm Bpyraza, kaTexomaMuHepPTUUYeCKas MOJIH-
mMopdHas kenymoukoBada Taxukapausa (KIIGKT) u
cuuapom ykopouenHoro mHtepBaia QT (CKU QT)
npuarHoctTupyoT B 30% ciaydaeB Ipu IMOCMEPTHOM
MOJIEKYJIAPHO-TeHeTUYECKOM WCCJIeIOBAaHUU BHe-
3aITHO YMEPIIINUX CO CTPYKTYPHO HOPMAaJILHBIM CePJ-
unem [3, 7]. Bmaromapsa sTuM uccaeZOBAaHUAM B
IPOTOKOJ ayTomncuii BHesamuo ymepmux B CIITA
OBLJIO BKJIIOUEHO HccjiefoBaHme 6 HauboJsiee 3HAUU-
MBIX I'eHOB, Takux Kak KCNQI, KCNH2, SCN5A,
KCNE1, KCNE2 nu RYR2, oTBeTCTBEHHBIX 3a pas-
BUTHE MOJABJIAIONIETO OOJBITMHCTBA KaHAJIOMATUHN
[8, 9]. Kpome Tor0, O6B1I 0O60CHOBAH 3a60p 00PA3IlOB
(KpoBU WM TKaHeI) IJsA MTOCIeAYIONIUX TeHEeTU-
YECKUX HCCJIENOBAHUMN B CIAydasdx HEOObACHUMOI
BHe3amHO HacTynusIei cmeptu [10].

Wccnenoranus npenrnectsyomnieir BCC rauaM-
YeCKOHM KapTWHBI ITOKAa3hIBAIOT, YTO He MeHee 1/
0OJIbHBIX paHee yiKe UMeJU CHUMIITOMBI, TaKUe Kak
CUHKOIIE WJIU IPeJACUHKOIIe, KOTOPhIE IIPU JOJIKHOM
BHUMAHUU MOIJIM ObI HOCIY:KHUTb CBOEBPEMEHHOM
IUATHOCTUKE U MIPEJOTBPATUTD TPATUUYECKUIl MCXOT
[11]. 9ddexTuBHaa npodpunraxktura BCC mosxHa
OBITH OCHOBaHA MMEHHO HAa CBOEBPEMEHHOM BBISB-
JIeHUU OOJIbHBIX U OlleHKEe PUCKOB IJIA JKUSHU C yUe-
TOM Te€HETHYEeCKUX, KINHUUYECKUX U BJIEKTPOKap-
IuorpauuecKnx MapKepoB PHCKA. OTO 0COOEHHO
Ba’KHO [JIA JeTell ¢ CepAeYHbIMU KaHAaJOMaTUIMMU,
KOTOpbIe MOTYT HE IPOSABIATHCA BILIOTH OO JKU3-
HeyTrposKampIero snusona. s BBIABICHUS JTUX
0OJbHBIX HEOOXOAMMBI AKTHBHBIE CKPUHUHIOBBIE
HUccIenoBaHUA W (POPMUPOBAHUE T'PYII BBICOKOTO
pUCKa B HOMYJISAIUU.

HawubGonee shdekTUBHBIMEU MeTOZAMHU Jeye-
HUA JOeTell ¢ KaHAJOIMATUAMU K3 TPYIIBI BHICO-
koro pucka no BCC aBisdercsa HazHaueHUE AHTU-
apurMmuueckoit Tepanuu (AAT), mambosee uacTo
b6eTa-610KaTOPOB. MMILIaHTAIMU KapauoBepTepa-
mepubpumnaropa (MKI) u seBocTOpoHHEH cuM-
MMaTPKTOMUM IIOABEPraioTcsa OOJIbHBIE, ¥ KOTOPBIX
PeInuANBLI JKUSHEYTPOIKAOIeH apUTMUU COXPaHs-
orca Ha ontumaabuHoil AAT. Beibop Meroma jeue-
HUSA JOJI’KEH OCHOBBIBATBHCS Ha WHAWBUIAYAJIBHON
OIleHKe PHCKa A KaKkaoro 6ojbHOrO. B maHHOM
myoJMKaluy KPaTKO IPEeACTaBJIE€HBI COBPEMEHHbBIE
3HAHUS 00 OCHOBHBIX KAHAJOMATUAX, IMPUHIIUITHI
Tepanuyu U OCOOEHHOCTU XUPYPTUUYECKUX METOHOB
JIeUYeHUs KUBHEYIPOKAIOIINX apUTMUN B TeTCKOM
BO3pacre.

Cepaeunsie KaHAJOMATUA

Cepaeunnle KaHasonatuum, uaum II93C — aTo
rpyIIa TeHeTUYeCKU AeTePMUHUPOBAHHBIX 3a60-
JIeBaHUM, XapaKTePU3YIINXCA BBICOKUM PHCKOM
PasBUTHUA 3JI0KAYECTBEHHBIX JKeJIYI0UKOBBIX TaXM-
apuTMuii y 00JbHBIX CO CTPYKTYPHO HOPMAJIbHBIM

cepaneM. OTHUM M3 CHUMIITOMOB CEPIEUYHBIX KaHAa-
JIOTIaTUH W 3a4acTyl0 eIWHCTBEHHBIM SBJSAETCS
BCC. II93C ob6ycioBiaeHbl MyTAIlUIMU B I'eHax,
KOAUPYIOIUX CYOBbeIUHUIBI CEePAEYHBIX HOHHBIX
KaHajoB, U 0eJKU, Peryaupymoinue ux QYyHKIIUIO
[9, 12]. HapyieHue cTPpYKTYphI OEJIKOB IPUBOLUT
K U3MEHEHUIO AJUTEeJIbHOCTH IIOTEeHI[AaIa efiCTBUA
B PasJIMYHBIX OTAeJaxX MUOKapAa *KeJyI0YKOB, a B
HEKOTOPBIX CJAyUYasixX U Mpeacepiuii, B pe3yJbTaTe
yero (QOPMUPYIOTCA YCJIOBUS AJIsI BOSHUKHOBEHUS
apUTMUI 10 MeXaHW3My pPe-eHTPU WJIU TPUrrep-
HOM aKTWBHOCTHU. 3a PeIKUM HCKJIoueHueMm, [193C
HacJaeqyTCd ayTOCOMHO-IOMHHAHTHO. Kak co006-
IIAJIOCh BBIIIE, K 9TOH TPyIIIe IIaTOJOTHUYECKUX
cocroguuii otHocar CYU QT, KIIGKT, curapom
Bpyraga u CKU1 QT. IIpu stom Hambojiee pacipo-
CTpaHeHHBIMU (opMaMu, MaHU(ECTUPYIOIIUMHU B
metckom Bospacte, aBiagTca CYU QT u KIIVKT.

Huarnoctuka II93C ocHoBaHa HA BBIABJIEHUU
cuenu@UUYEeCKUX dJIEKTPOKapAuorpadmuIecKux
IMaTTepHOB, a TaK:Ke 00CJeZOBaHUU OOJBHBIX U3
TPYII PUCKA, K KOTOPBIM OTHOCAT UYJE€HOB CEMbU
¢ oraromieHusIM mo BCC wmum II93C amamuesom.
JuarHoCTUKY BPOKAEHHBIX apUTMUMN 3aTPYIHSIOT
pasHasd CTeleHb IeHeTPAHTHOCTHU 1 BapuabeIbHOCTD
KJIMHUYECKUX IPOABJIEHNI KaHaaonmaTuii. B cayua-
AX C PasBepHYTOM KJIMHUYECKON CHUMIITOMATUKOM
ornenka pucka BCC um BbIOOpD MeTona JieUeHUSA He
OpeaCcTaBJIAOT cjaoxkHocTeii. C ApPyroil CTOPOHHI,
CYIIIeCTBYIOT 0ecCUMIITOMHBIE 0OJIbHBIE C HEBbIpA-
skeHHBIMU m3MeHeHuamMmu Ha IKI, a Takke HOCH-
TeJW IMATOTeHHBIX MYyTalluil, He HMeoIlue KJIu-
HUYECKUX IIPOABJIEHUI, KOJUYECTBO KOTOPBIX C
KaKIBIM TOJOM pacTeT OJiaromaps BHeIPEHUIO
IKT-cKkpuHUHTa M TeHEeTUUYECKUX HCCJIETOBAHUM.
Takwue O6OJIbHBIE HYKJAIOTCS B CHCTEMaTHUUECKOM
MOHUTOPUHTe MOAUDUIIIPYEMBIX (PAaKTOPOB PUCKA
¥ HAOJIOMeHUN B CIIEIMAJTN3UPOBAHHOM apUTMOJIO-
rudeckoM ImeHTpe. ToabKO cos3maHue GoJbIIUX 6a3
ITaHHBIX TAKUX IAIMEeHTOB II03BOJUT KOPPEKTHO
IIPOTHO3UPOBATH PUCK IJIA 9TOH I'PYINbI OOJIbHBIX,
YTO 0COOEHHO aKTyaJIbHO B IETCKOM BO3pacTe.

OcuoBHada 1enb Tepanuu [193C — ato mpemoT-
ppaiernue BC. MegukamenTosuasa AAT shpderTun-
ua npu CYU QT u KIIIKT, nasa koTopbIx 6eTa-aape-
HOOGJIOKATOPHI SABJIAIOTCA IMATOTEHETUYECKUM MEeTO-
IIOM JieueHUs, a IpenapaTs! I Kaacca j1ub0 OTHOCAT
K re"ocnenuduueckoi Trepanuu npu CYU QT, n1u6o
MPUMEHAOTCA JIA KOHTPOJIA HAAMKEeJIyIOUKOBBIX
apurmuii npu KIIZKT. OcHOBHBIM METOIOM IIPO-
dpunaktuku BCC mpu cepredyHbIX KaHAJIOMATUAX
asasaerca UK.

CYU QT — Bpo:kIeHHAas IIaTOJOTUSA, AT KOTO-
poil xapaKTepHbI COOCTBEHHO yIJMHEHUEe MHTEepPBa-
na QT ua crangapraoit OKI' 1 pasBuTHe IPUCTYIOB
MoTepu CO3HAHUA Ha (hoHe KeJyIOUKOBOI II0JIHU-
MOPQDHOH TaXUKAPAUY TUIA TUPYIT. KInHUYecKue
MIPOABJIEHUS CHHAPOMA BaAPbUPYIOT OT O€CCUMIITOM-
HOTO TeUeHUs, IPU KOTOPOM ero AUarHOCTUPYIOT
O6naromapsa ceMeiiHOMY oOOCJIeOBaHUIO, JUOO IIjIa-
HOBBIM OKI-cCKpuHMHram, OO PermuAUBUPYIOIIUX
cuHKoOmaabHBIX cocrossuuit u BCC, nmpu stom BCC
ABJIETCSA MEPBLIM CUMITOMOM y 5% 6GoabHbIX [13].



IlepBOoHAUAJBLHO ONMMCHIBAIY ABa (heHOTUIIUUECKUX
BapuaHTa — cuHIPOM PoMaHO—Yop/a c HOpMaJIbHBIM
cayxoMm u cuagapom H:xepBesta—Jlanre—Huabcena ¢
BPOKIEHHOUN NBYCTOPOHHEII HEePOCEHCOPHOM TYyTo-
YXOCTBIO, a PACIIPOCTPAHEHHOCTh 3a00JIeBaHUA OIle-
HuBajachk Kak 1:5000-1:20 000 [14, 15]. B nactoa-
11iee BpeMs YCTaHOBJIEHO, UTO PACIIPOCTPAHEHHOCTH
BCeX BapuMaHTOB cuHapoMma pocturaer 1:2000 [16].
Takas pasHUIla, IIO-BUAMMOMY, 00yCJIOBJIE€HA TeM,
YTO paHee PETPOCIEeKTUBHBIE HCCIEIOBAHUS YUU-
THIBAJIU MaHUQPECTHbIe (POPMBI CHHAPOMA C BbIpa-
sKeHHBIMU udmMeHeHuAMu Ha KT, cuHKOIaTbHBEIMUT
COCTOAHUAMU U MOKYMEHTHUPOBAHHBIMHU 3ajlIaMu
3JI0KAYEeCTBEHHOMN KeJyILOUKOBOI TaxXWKapIUH.
B wmacrosiiee Bpems, OJlaroaps TeHETHUYECKUM
HCCJIEIOBAHUAM, B T.U. CKDUHUTOBBIM, CTAJIO U3BECT-
HO 0 «HEeMBIX» ()OpMax CUHAPOMA, KOTAa OTCYTCTBY-
ot OKT-mposBiieHuss 3a00JieBaHUA IPU HAIUUYUUI
reHeTu4yecKoro cyocrpara. CorjacHo JaHHBIM JINTE-
patypsbl, aTo oT 10 10 25% cayuaes CYU QT [9]. Bce
CUMIITOMHBIE TarueHThl Hys;KxatoTcsa B AAT Gera-
agpeHobsoKaTopamMu. V3BeCTHO, UTO B OTCYTCTBUE
Tepanuy PEIUAWBLI KUSHEYTI'POKAIOIIINX COOBITUIA,
TaKNX KaK CUHKOIIe, BHe3allHas OCTAHOBKA KPOBO-
oboparienuss u BCC umeror mecto y 13% 6OIBHBIX
[17]. UHTepBEHIINOHHBIE METOALI J€UeHNA, K KOTO-
PBIM OTHOCATCS MMILIAHTAIIUA AHTHAPUTMUYECKUX
YCTPOMCTB U JIEBOCTOPOHHAA CUMIIATAKTOMMUS, HEOO0-
XOAUMBI MAJIOM YacTH OOJBHBIX, OTHOCSIIUXCSI K
TPYIIIle BLICOKOT'O PHCKA U/UIU Y KOTOPBIX Headdek-
THBHA MeIUKaMeHTO3HAasd TepaIus.

KIIJKT — oxua u3 HauboJiee 3JI0KAUECTBEHHBIX
(opM cepeUHBIX KaHAJOMATHI, XapaKTepU3yIola-
sicst ocobeHHO BhIcOKUM puckoMm BCC B 1eTcKoOM BO3-
pacte. Ilatormomonuunoe niaa KIIGKT mapyirenue
CepAevHOT0 pUTMAa — ABYHAIIPaBJIeHHAA JKeJIyJ0UKO-
Basd TaxWKapAudA, IIPOBOIIUPyeMas CTPECcC-TeCTOM,
o0b1uno passuBaetcsa npu YCC Gosee 110 ya/muH.
Ilo mepe ycuieHUA HarpysKU KeJyAOUKOBasd TaXu-
Kapausd MOKeT TpaHchopMUpoBaThesa B (hubpuiis-
U0 KeayaouKkoB. CympaBeHTPUKYIAPHBIE Taxua-
PUTMUU TaKKe XapakTepHbl ajd 6oabHbIX KIIGKT
¥ 3aYacCTyIO SBJAIOTCA TPUITEPAMU IJIA Kelymou-
KoBo# Taxukapauu [18, 19].

KIIGKT orHOCHMTCS K opdaHHBIM 3aboJjeBa-
HUAM, PACIPOCTPAHEHHOCTHh €e OIleHHBAaeTcA Kak
1:10 000. Marudecrupyer KIIJKT B BospacTe ot 6
mo 10 jet; v 35% O60JbHBIX HEPBBINI CUHKOIIE Pas-
BUBaeTcs B Bodpacte g0 10 jet, ay 75% — B BO3-
pacte mo 20 xjet [9, 20]. IIpu sToM B oTCyTCTBUE
Tepanuu 10 50% G6GOMBLHBIX He Jo:KuBaioT 10 30 jeT
[21]. ITo mamueiMm Hayashi u coaBT., y GOJIBHBIX,
He moJyJamIinux Oera-0J0KaTopwl, B 58% ciayua-
X PasBUBAIOTCA PEIUAWBBI JKUSHEYT'DOKAIOIIUX
apuTMuii B TeueHue 8-jeTHero Iepuona HaOJIo-
neuusi, npu dToM y 13% OOJBHBIX WMEIOT MECTO
SIMB0AbI BHE3AITHON OCTAHOBKU KPOBOOOpAIIeHUSA
(BOK) uau BCC [22]. Bera-6s10KaTOPBl SABJIAIOT-
ca ocHOBol memukameHTo3HOuM Tepanuu KITVKT.
ITockonbky KIIGKT orinuaeTr BhIpa’KeHHBIA IOJIU-
MOP(MU3M HaAPYIIEeHUN CepAeyHOTo PUTMAa U y Iallu-
€HTOB, MIOMUMO KeJYIOUYKOBBIX, PErUCTPUPYIOTCA
HaIKeJyIOUKOBbIe TaXUaPUTMUMU, JOMOJHUTEIbHO

K OeTa-6JI0KaTOpaM Ha3HAYAIOT AaHTHAPUTMUYECKUE
npenapatsl I kaacca [9, 20]. UKl B sToii rpynie
0OJIbHBIX MMEeT CBOU OCOOEHHOCTU B CBSA3U C BbIpA-
JKEHHOM 9JIEKTPUUYECKONM HeCcTabMJIBHOCTBHIO KaK
MUOKap/a KeJyAouKOB, TaK U MHOKapha Ipeicep-
nuii. Tpebyercsa ocoObIil TOAXO0 K HACTPOIIKe mmapa-
meTpoB cuctembl MK]I, uTo0bI 136eKaTh 60JIBIIIOTO
KOJIMYeCTBa MOTUBUPOBAHHBIX, HO HEd(D(HEKTUBHBIX
IIIOKOB Ha IOJUMOPMHYIO JKeJTYyI0UKOBYIO TaXUKap-
OIWI0 y TaKUX MAINeHTOB, U HEeMOTHUBUPOBAHHBIX
IIIOKOB Ha CYNPABEHTPUKYJIAPHYIO TaXUKapAuio,
YTO COIIPOBOKIAETCA IMOBBIIIIEHNEM YPOBHSA CTpecca
y GOJIBHBIX CO CTPECC-UHAYIIMPYEMOU KeIyI0UKO-
Boli Taxukapaueit [9, 18]. JleBocTopoHHAA cuMIIa-
TOKTOMUSA PEKOMEHJOBaHa HA CEeTONHSIIHUIN AeHb
TsokebIM 00bHBIM ¢ KIIZKT u peniuaguBupyomm-
mu Ha ¢oue amekBaTHOoil AAT mpucTynamm Keiry-
IOYKOBOU TaXUapUTMUU.

Cunapom Bpyrama xapakrepusyeTcs u3MeHe-
Huamu Ha OKI B Bume 06J0Kaabl IIPaBOM HOMKKH
nyuka I'mca u snmeBammm cermenta ST B IIpaBBIX
TPYAHBIX OTBENEHUSX, PEIUIUBUPYIOIIUMU CHUH-
KOMAJbHBIMUA COCTOSTHUSAMU U BBICOKUM PUCKOM
BCC [9]. CunkomnasbHble COCTOAHUS IIPU CUHIPO-
me Bpyraga pasBuBaroTcsa Ha (OoHE MOJIUMOPGOHOI
JKeJIyIOYKOBOM TaXWKapAuu u/Uau GUOPUIIAIINN
JKeJIyIOYKOB, IPenMyIecTBeHHO Bo cHe. I1o coBpe-
MEHHBIM JaHHBIM, PACIPOCTPAHEHHOCTh CHHAPOMA
B monyianuu cocraBasgeT 5—20:10 000 mHaceneHus u
B 3HAUUTEJbHOM CTEIeHU 3aBUCUT OT PErUOHA IIPO-
JKUBaHUA U IoJIa manueHToB [23, 24]. Tak, y MmyK-
yuH IOro-socTouHoil A3uu AUATHOCTUPYIOT STOT
cuaapom B 9 pas uame. Xorsa cuHApoM Bpyraza
B MOAABJIAOIEM OOJBIIUMHCTBE MaHU(GECTUPYET ¥
B3POCJIBIX, TEM He MeHee OH MOJKeT ObITh ITPUYU-
moii BCC miazeHIleB 1 CUHKOIIAJbHBIX COCTOSHUMA
y moapocTtkoB [25]. Cumapom Bpyraza aBiserca
npuunHOi 4-12% Bcex cayuaeB BCC u no 20% BC
y JIUI[ CO CTPYKTYPHO HOpPMAaJILHBIM cepaieM [9].
ITo mamabsim Wren et al., cuagpom Bpyrama aBisa-
erca npuunsoit 19% BC gereit or 1 o 13 et [26].
Kiuanueckue mnposaBJeHUs cuHapoMa bBpyranma
BapbUPYIOT OT IIOJHOTO OTCYTCTBUS CUMIITOMOB IO
pasBuUTUA CUHKONAJIbHBIX cocToguuit u BC [9, 2T].
OcHoBHBIM u HaubGosiee 3GGHEKTUBHLIM METOLOM
npopunaktuku asiaserca UK]], koropas B o6s3a-
TeJHLHOM IOPsSAKe IIOKasaHa BceM OOJILHBIM, Iepe-
"HecmuMm BOK. AAT npu curgpome Bpyraga sBis-
eTcsl CKOpee JOIOJHUTEJbHBIM MEeTOLOM, HasHaya-
eTcs B caydae orkasa oT ummianTanuu UK, au6o
IJs1 KOHTPOJIS JKeJyZOYKOBON TaXWKapAWUd U B
cJIyyae 4acThIX MMPUCTYIIOB.

CKU QT — sTo peaxuii BapuaHT KaHaJOOaTUM,
KOTOPBIM XapaKTepuayeTrcsa KOPOTKUM KHTepBa-
aom QT ma crammaptHoit IKI', mapoxkcusmaabHOMI
bubpunnanueil npencepanit u xxeaynoukos [9, 20].
CorjacHo OAHHBIM MOIMYJIAIMOHHBIX HCCJIEI0BAa-
HUM, KopoTKkuil nuTepBaya QT Ha cranmaprHoit KT
peructpupyercsa B 0,5% caydaeB. OgHaKO IIPOTHO3
B 3TUX CJIy4yasdX OUeHb pasHbIN, TaK Kak puck BCC
y Jgmomeit ¢ xopoTkuMm wuHTepBasom QT 6es3 apy-
TUX CHUMIITOMOB [IOCTOBEDHO HE€ pas3jM4yaeTcs OT
TAKOBOTO IIPU HOPMAJBHOUN IIPOLOIKUTEIHLHOCTHU
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uHTepBasa QT [28, 29]. CKU QT guarHoctupyior Ha
OCHOBAHUU COUETAHUA KOPOoTKOoro mHTepBasia QT co
CJeNYIONINME Ipu3HaKaMu: oTaromnieHubii mo CKA
QT unu BC cemeiiHbIli aHAMEHE3; STHU30AbI TOTEPU
cozaanua u/mau BOK [9]. PacmpocrpaneHHOCTH
CKUM QT Ha ceromHAIHUII OeHb He yCTaHOBJIE-
Ha; HaubOoJbIlIasA IPYIIA, 0 JAHHBIM JIUTEPATYPHL,
BrJaoyaer 60 OGosbubIXx [30]. Villafane u coasr.
MpeACcTaBUJN Pe3yJabTaT 6-JIeTHero HaOJIogeHUd
3a 25 gersmu ¢ CKUY QT. VI3 HUX CUMITOMBI B BUE
CUHKOIIe, SMHU3040B (PUOPUIANUUA IPEeacepaAuit u
BOK umenu mecto y 56% 6oabuBIX [31]. B apy-
TOM HCCJIeIOBaHUU OBIIO ycTaHOBJIEeHO, uTo 10,6%
6oapHBIX ¢ BOK B amamHuese, a Takike 0,4% mpesxae
0eCCUMIITOMHBIX OOJBHBIX MMEIOT XOTd Obl OJWH
suusoq BOK e:xeroguo [32]. OcHOBHBIM U a(pder-
TUBHBIM MeTozoM mnpodmiaaktuku BCC mpu CKU
QT sasasaerca UK]I.

ITpyHIUIIBI TEpATMU CePAEYHBIX KAHAJIOMATUI

ddbdexTuBHAA CTpPaTeTus BeNeHUs OOJbHBIX C
cepAeuHbBIMU KaHajgonatuamu [8, 10, 12] B HacTosa-
1Iee BpeMs 3aKJII0UaeTCcda B cTpaTU(GUKAINU PUCKA
HA MOMEHT JUArHOCTUKHU C BhIZeJIeHrueM MOAu(pUIu-
pyeMbIX U HeMOZU(DUIUPYEMbIX MapKepoB U (ak-
TOPOB, B IMOCJEAYIOIEM PeryJapHOM MOHUTOPUHTE
MoaupuUIIpyeMbIXx (PAKTOPOB PHUCKA U B TPEXd-
ranHoi Tepanuu. AAT Gera-aapeHOOJIOKaTOpPaAMU,
HasHauaeMas Ha IEePBOM dTalle JIeUeHusa, HauboJiee
a(deKTUBHA TPU CAMBIX PACIPOCTPAHEHHBIX Bapu-
aHTax Kanamonatuii, Takux kax CYU QT u KIIIKT.
Ilokazanusa K HasHAUeHUIO OeTa-0JJOKATOPOB pac-
mupsaTesa. [lepBoHAYAJBPHO WX HA3HAYAIU TOJIb-
KO CHUMIITOMHBIM 0OJIBHBIM, 3aTeM OeTa-6JI0KAaTOPHI
OBLIM PEKOMEHIOBAHBI U OECCUMIITOMHBIM TAIAeH-
ram ¢ orAaroieHHbiM 110 BCC cemeiiHbIM aHAMHE30M.
CorstacHo mocieguuM peromenganuam AAT mosx-
Ha HasHavaTbCs Takske BceM 00abHBIM ¢ CYU QT u
KII¥KT npu reHeTnuecKu MOATBEPIKIEHHOM JUATHO-
3e. IIpenapats! I Kiacca IpUMeHAIOTCSA § O0JIBHBIX
¢ III mosnekynsapHO-reHeTHYecKUM BapuanTom CYU
QT, mpu KOTOpOM B psAne ciyuaeB ObLIa JOKasaHa
YYBCTBUTEJIBHOCTb MyTAIlUU K MeKcuaeTuny. Kpome
TOTO, TIpenapaThl I Kjaacca HeoOXOAUMbBI GOJIBLHBIM C
KIIKT u cynpaBeHTPUKYJIAPHBIMU TaXUAPUTMU-
sIMU, KOTOpbIe BBICTYIAIOT B POJIM TPUTTEPOB [JIA
JKEJIYIOYKOBOM TaXWKaPAUU U MOTYT IPUBOIUTEH K
HEeMOTUBUPOBAaHHBIM cpabarbiBanusam UK]I.

Bropsim sTanmom Tepanuu aia 6oapHBIX ¢ CYU
QT u KIIVKT, y KoTophix OeTa-0J10KaTOPHI HE IT03BO-
JIAIOT TOJHOIIEHHO KOHTpoJsimpoBaTh puck BCC, u
MePBBIM TAMOM JJisi 60JbHBIX CHHAPOMOM Bpyrama
u CKM QT sasBaserca UK. Biaarogapsa MHOTOIEH-
TPOBBIM HCCJIENOBAHUAM U AHAJIU3Y AAHHBIX MEXK-
IYHAPOSHBIX PErucTpoB ObLIa JOKasaHa BBICOKASA
apdextuBHocTs UK] nas BTOpUYHON mpoduiaak-
tuku BCC mpu Bcex cepaedyHBIX KaHAJOMATUAX.
Posws UK]] B nepBuuHOii npodpunaxtTuxe BCC puc-
KyTupyercs.

TperbuM 35TamoM Tepanuu A OOJBHBIX C
CTPEeCC-UHAYIIUPYEMBbIMHU JKEJTYLOUKOBBIMU TaXU-
apuUTMHUAMU, K KOTOPbIM oTHocATca CYU QT u

KIIJKT, aBideTcA JIEBOCTOPOHHAS CHUMIIATIKTO-
mua. CoryiacHO MeKIAYHAPOAHBIM PEKOMEHAAIUAM
CUMIIaT9KTOMUSA IOKa3aHa OOJBHBIM C PEIUIUBU-
pylomumu Ha Gore AAT cuHKOIEe M/UJIM MOTHUBU-
poBaHHBIMU cpabarbiBanuaMu HWK]I[. OusiT mpu-
MeHEeHUA JaHHOTO METoJa JIeUeHUdA y HeTeil moKa
OTpaHUUYEH HECKOJBKUMU JAeCATKaMHU OOJBHBIX
PasHOTO BO3pacTa, HO y:Ke IIOKasaHa ero BBICOKAasd
5(p(PeKTUBHOCTh B IPOPUIAKTUKE KUIHEYTIPOIKAIO-
IUX COOBITUIA.

JIEBOCTOPOHHHH CHMIIATIKTOMMSA

BoByieueHHOCTh CHUMIIATUYECKON HEPBHOU
cuctembl B matoreHes CYU QT u KIIKT nHeox-
HOKPATHO IIOATBEPIKAAJach OJKCIepUMeHTaMHu,
KOTOpBIE [eMOHCTPUPOBAJN CUMIATUYECKUN IUC-
f0ajlaHC C yCUJIEHHEM JIEBOCTOPOHHEH cHMIaTude-
CKOIl MHHePBAaIuM cepAalia. B moab3y aTO r'IroTe3bl
CBUAETEJIBCTBYET TaK’Ke BBICOKAA 3(PHEKTUBHOCTH
OeTa-aApeHOOJIOKATOPOB B JIEUEHUHU 3TUX 3a00JeBa-
Huii [9, 33, 34].

BrepBhie J1€BOCTOPOHHAA CUMIATIKTOMUA Y
6onbHBIX ¢ CYU QT Onuta nmpumenena A. Moss u
coaBT. B 1969 r. [35]. B 1976 r. P. Schwartz u
COABT. MPOJEMOHCTPUPOBAJIU YBeJIUUYEHUE IIOpOoTa
SKeJIYTOYKOBOM (DUOPUIIAIINY U TPOLOJIIKUTEIHHO-
cTu pe)pPaKTEpPHOTO MepHoja MUOKApAa *KeJymou-
KOB IIOCJIe aHaJIOTUYHOIT omepariuu [36, 37]. Kpome
TOr0, B 9KCIEPUMEHTAJbHBIX HCCIENOBAHUAX CTU-
MYJIALUA JIEBOTO 3BE3YaTOr0 MaHTJINA IIPUBOIUIIA
K IIOSBJIEHUIO TAKOTO TPO3HOTO IPU3HAKA, KaK ajlb-
TepHanusa 3yomna T [33, 38].

B 1991 r. 6biu omy6GJMKOBAHBI PE3YJIbTATHI
cumnarksTomuu y 85 6oabubix ¢ CYM QT, 99%
KOTOPBIX MMEJU Pa3JNYHble apUTMUUYECKUEe COOBI-
Tusa [34]. Ilocie omeparuu y 45% malmueHTOB CUM-
NTOMBI B BHJE CUHKOIE W IMAapOKCU3MOB JKU3HEe-
YTPOKAIONIINX JKEJIYIOUKOBBIX apUTMUl 00JIbIIle He
PerucTPUPOBAINCH, YMEHBIINIIOCH YHCI0 OOJBHBIX
¢ yacteiMu (>5) smmsomamu cuukomne u/mau BOK
(c 71 mo 10%). ITocsie cUMIATIKTOMUU TOCTOBEP-
HO YMEHBIIAJACh IPOJOJIKUTEJILHOCTh MHTEPBaJa
QTc. IIpu sToM y GOJBHBIX, KOTOPBIE IIOCJIE OIIe-
panuu He MMeJU PeIUIUBOB JKeJyIOUKOBOM TaXu-
Kapauu, QTc mpakTruuecKu HOPMAaJU30BaJICSd, B TO
BpeMs KakK y G0JIBHBIX, ¥ KOTOPBIX PEIUIUBHI IIOCJIE
omepanuu COXpPaHAInCh, naTepBas QTc ymeHbIIAI-
csl, HO B 3HAUMUTEJHHO MeHbIell cremeHu. Takum
o0pasoM, OBLT cIesiaH BBIBOJ, UTO JI€BOCTOPOHHAA
CUMIIATKITOMUS BJIUAIA KAaK HA TpUrrep (cummaru-
YEeCKYI0 CTUMYJISAINI0), TaK 1 Ha cybcTpaT (YAJIUHEH-
HBIM mHTepBaa QT) KU3HEYTPOIKAIOIINX apUTMUN
[34]. PesynbTaThl J€BOCTOPOHHEN CUMIIATOKTOMUU
caMoi1 GOJIBITION I'PYIIIBI GOJMBHBIX U3 147 yesoBEK
Oblim ommcaHbl 13 JeT CcIycTA TOHM Ke TI'PYNIoin
aBTopoB [39]. [laHHOE HCCIegOBaHUE TAKIKe BKJIIO-
yaJio HamboJee TAMKEIbIX 00JbHBIX: 99% G6GOIBHBIX
¢ CUHKOIIAJIbHOI (hopMoOM cuHApOMa, 75% GOJIBHBIX
¢ penuguBupyoomumu Ha AAT Ku3HEyrpoKarOII -
MU apUTMUSAMU. 3a ITePUoJ HaOII0Me A Y 00JIbHBIX
Ha 91% yMeHBIIMJIOCH KOJUUECTBO CUHKOIIAJIb-
HBIX cocToAHUN u suus3onoB BOK, ymenbmrmiach



IOCTOBEPHO IIPOJOJIKUTENbHOCTh mHTepBasa QT.
CMepTHOCTD B I'PYIIIle BHICOKOT'O PUCKA CHU3UJIACH
o 3% . ABTOPBI OTMETUJIN, YTO V OOJBHBIX C HAU-
6osiee TsaxkenbiM Teuenuem CYU QT meBocTopoH-
HASA CUMITaT9KTOMUs Obliia MeHee apdexTuBHa [39].
B amanoruunom mcciaemosanum J.M. Bos u coasr.
MIpoaHAJIU3UPOBAJN PE3YyJIbTaThl JEBOCTOPOHHEH
CUMMIATIKTOMUU yV H2 OGOJNBHBIX, CPEIHUI BO3pacT
KoTopeIX coctaBus 10+10 jeT, W BBIABUIMN, UTO
PeIuIUBEI JKU3HEYTPOKAIOIINX COOBITHUH B I€JIOM
110 T'PYIIIIe IIOCJIEe ONEePAaIiy 3HAUNTEIbHO YMEHbIIIN-
JIUCh, HO T€M He MeHee coxpaHsaauch y 23% 00Jb-
HbIX ¢ CYU QT BhIcOKOI rpynmnsl pucka [40].

IlepBble pe3yabTaThl IIPUMEHEHUS JEBO-
CTOPOHHEH CUMIATIKTOMUU y 3 MOJIOABIX 00JIb-
upix KIIZKT Obiim onmy6aumxoBanbsl B 2008 1.
A. Wilde u coast. [41]. [lokasaHueM K CHMIIaTIK-
TOMHUU BO BCEX CIYYAAX OBLIN PEIUAVBHI apUTMUUE-
CKUX COOBITHI (CHHKOIIe 1 MOTHBUPOBAHHLIE cpabda-
ThIBaHUA) Ha (POHe Tepanuu Oera-GoKaTopaMu. 3a
nepuon HabmoneHus or 10 mecares go 20 jgeT cuH-
Korre He peruauBuposaiau. B 2015 r. Ob11m omy0 Im-
KOBaHbl PE3YJILTAThl MHOTOIIEHTPOBOTO HCCJIEOBa-
HUS, BKJIouuBIrnero 63 6oabubIx ¢ KIIVKT, KoTophIiM
Oblia TIpoBeleHa JIEBOCTOPOHHSSA CUMIIATIKTOMUS
[42]. CpenHuii Bo3pacT Ha IIePUOJ JIEBOCTOPOHHEH
cumnaTaxTomuu 6611 15 et (ot 11 g0 17 set), B 86%
cayyasgX CHUMIIATIKTOMUS IIPOBOAUJIACH B IEIAX
BropuuHoi nmpodunaxktuku BCC. Kak u mpu CYU
QT, oCHOBHBIM IIOKa3aHWEM [Jf CUMIIATIKTOMUU
OBLIN PEelUINBLI ADUTMUYECKUX COOBITHIH Ha (hoHe
Tepanuu. 3a Iepuoj HaOJIIOIeHUsA, COCTABUBIIUN B
cpenHeM 37 MecsAleB, ObLia yoeAUTeIbHO IPOJAEMOH-
CTPUPOBaHa BHICOKAs d3(PHEKTUBHOCTH 9TOTO METOAa
neuenusa. Ha 92% yMeHbIINIOCH KOJUYECTBO CUH-
KoIle 1 MOTUBUPOBaHHLIX cpabarsiBanuit UK. ITpu
aTOM GOJIbHBIE C HEIIOJIHOM JAeHepBaIiueil J0CTOBEPHO
yalme UMeJUd PelUAUBEI KU3HEYIPDOKAIOIINX apuT-
MUt IocJie oreparuu.

B Hacrosliee BpeMs BBIIIOJHEHUE JIEBOCTO-
POHHE!l CHUMIATI9KTOMUU BO3MOKHO TOJBKO B
CHenuaJn3upPOBaHHBIX I[EHTPaX, UTO 0O0YyCJIOBJIE-
HO TSAMKECThI0 OOJBHBIX U PEIKOCTHIO IIATOJIOTUU.
CyliIiecTBYIOT pasjauyHbIe METOAUKU CUMIIATIKTO-
muu. [lepBoHaUaIbHO IPUMEHSIACEH a0IaIus JIEeBO-
ro 3Be3UaTOTO raHTJINA U JOIOJHUTEJIHLHO IIePBOTO
TPYAHOTO TaHTJIUA; IIPU STOM Pa3BUBAJICSA CUHIPOM
Topuepa, a feHepBaIus cepalla ObIa JUIIb YaCTUU-
voii. IlosHass meHepBamus TpeboBajia yaaJieHUS
JIEBOTO 3BE3YaTOro TaHTJINSA U MEePBbIX 4—5 rpyn-
HBIX TaHIJIAEB, UYTO TaKiKe OCJOKHSJIOCH CHUHAPO-
moMm I'opHepa. B Hacrosiee Bpems paspaboTaHa
MEeTOANKA yAaJeHUsA TOJbKO HUKHEHN JacTu 3Be3[-
YaToro TAHTJIMA U TaKiKe IepPBBIX 4—5 IPyAHBIX
TaHTJINEB, UTO IIOMOTaeT u30eKaTh Pa3BUTUSA CHUH-
npoma Topuepa. Xupypruueckue JOCTYIBI TaKiKe
pasauuaioTcsi. BupeoacconumpoBaHHAsS TOPaKoO-
CKOIIMUYecKas CUMIIATIKTOMUS Hambojee Gesomac-
Ha, OHAa IMPOKO IPUMEHsJIach IPU TUIEPTUIPO3e.
IIpouenypa B cpaBHEHHU C APYTUMH cIIoco0amMu
U OOCTyHaMU OTJIUYaAeTCA MeHbINeill MHBa3WUBHO-
CTBIO U JIyUIllell BU3yaiusaruei TaHrjines BO BpeMs

oIepaluu, YTO IIO3BOJIAET IPOBECTH MAaKCUMAaJIbHO
KOHTPOJUPYEMYIO U TIOJHYIO JeHepPBaIlUio.

Takum 00pas3oM, JIEBOCTOPOHHSA CHUMIIATIKTO-
Musa ¢ 3G GeKTUBHOCTHIO IPUMEHsAeTCA Y 00JIbHBIX
CO B3JI0KAYEeCTBEHHBIMU HACJIEICTBEHHBIMU JKeJIy-
IOUYKOBBIMU apuTMuAMU, B T.4. Ha (ome AAT.
Kpaiine pegKo 9TOT METO[ JieUeHUs MPUMEHSIETCS
K 0eCUMITOMHBIM OOJIBHBIM. B 9TUX caydyasx mMOKa-
3aHUEM HABJAIOTCA KOHIeHTpanusa ciaydaeB BCC
¥ apUTMOIeHHBIX CHHKOIIE B ceMbe. Y OOJbHBIX
¢ KIIJKT B rauecTBe IIOKasaHUl pacIeHUBAETCS
TaKsKe HaJIMUMe « MAJIbIX» JKeJYIOUKOBBIX apUTMUI
(HeycTOMUMBAS KeJYAOUKOBAA TaXUKaAPAUA U/UIHN
ONVHOYHBLIE U [BYHAIIPaBJe€HHBLIE IMapHBIE KeJy-
IOYKOBBIEe dKcTpacucTtoJbl) [42]. B mogaBiaoomem
OOJIBIIIMHCTBE CJIyYaeB OIepaliyd BBIMOJHAIOTCSI B
IMOAPOCTKOBOM BO3pACTe W B Psfe CJIydyaeB KaTaM-
He3 IocJie omepanuu npesbiiaer 20-JIeTHUNA nmepu-
on. Y 6ecCUMITOMHBIX IAIIMEHTOB IIOCJE CHUMIIAT-
SKTOMUU apPUTMOTreHHBIE COOBITHSA, KaK MPaBUJIO,
He MaHudecTupoBaau. ¥ CUMITOMHBIX HAIlEHTOB
IOCTOBEPHO CHUYKAETCA KOJIUYECTBO aPUTMUYECKUX
CcOOBITUII, OAHAKO B TIpyIlIe Hambojiee BBICOKOTO
PUCKa HOOUTHCS MOJHOTO KOHTPOJIS JKeJIyI0UKOBO
TaXUKapauu II0Ka He yIaBaJioCh.

B HacTosAIlee BpeMsa CUMITAT9KTOMUS PEKOMEH-
IOBaHa MalueHTaM, Y KOTOPBIX PEIUIUBHI JKeJy-
IOUYKOBOM TaxXWKapAUU COXPAHAIOTCI, HECMOTPS
Ha MIpHeM MaKCUMaJbHO INOIYCTUMOU m03BI GeTa-
6soxaToposB [9, 43]. BodaMoKHO mMeeT CMBICJI pac-
IIUPUTH MOKA3aHUA K CUMIIATAKTOMUM, Yallle IIPU-
MeHssA ee y OOJBHBIX C TAKUMM TPUTTepaMu, Kak
(husrueckas Harpyska W SMOIMOHAJBLHBIN cTpecc,
Kak, Hampumep, npu I u Il moaexkyispHO-reHEeTH-
yeckux Bapuanta CYU QT u mpu KIIGKT. 910 oco-
0eHHO aKTyaJbHO B IETCKOM BO3pacTe, YUUTHIBAA
caoxxkuoctu K] neTsam panHero Bo3pacra, a TaKkKe
HUBKYIO IpuBep:KeHHOCTh K AAT y moaApOCTKOB.

HUMniaanranus aHTHAPUTMUYECKUX YCTPOWCTB
IIPU cepAeYHBIX KaHAJOMATHAX y AeTel

IlepBoHaYaJbHO UMILJIAHTAIIAA AHTUAPUTMU-
yecKuX ycTpoicTs y 60osabHBIX ¢ CYU QT moxpas-
yMeBaJia IIOCTOAHHYIO 9HAOKAPAUAIBLHYIO CTUMYJIs-
muio (9KC). B 70-x u B mHauase 80-X rogoB mIyom-
KOBaJWCh eIUHUYHBLIE ciaydau uminmantanuu IKC
6onpHbIM ¢ CYU QT B coueranmm ¢ AB-6Gyioxamoit
u Opaguaputrmuamu. B 1987 r. B pabore Eldar u
C0aBT. ObLJIa IPOAEMOHCTPUPOBaHA 3(PHEKTUBHOCTH
CepAeuHOll CTUMYNAINUY B IPOGUIaAKTUKE PEIIUIU-
BOB TaXUKapAUYU TUIIA IUPYIT KaK Cpeau 00JbHBIX C
O0paAn3aBUCUMBIMU AIIN30JaMU, TAK U CPEAY Iallu-
eHTOB 0e3 IIay303aBUCUMOM KEJYZOUYKOBON Taxmu-
kapauu [44]. Ilpepgmosaranoch, 4TO CTUMYJIAINNA
BBIPABHUBAET IIPOJOJIKATEIBHOCTh Pe)PaKTEePHOTO
mepuojia B PasJIMUHbBIX OTJeIaX MUOKAapAa U JejiaeT
0oJsilee TOMOTEHHBIM IIPOIlecC perojspusamnuu [45,
46]. Kpome Toro, B 9KCIIepuUMeHTe OBLIO IIOKa3aHo,
YTO CTUMYJIAIINSA CEPAIA IIOAABIsIeT ADUTMUMN, KOTO-
pble 00YCJIOBIEHBI IATOJOTUYECKUM aBTOMATU3MOM
WM HaJIuuumeM PaHHUX IOCcTAemojspusanuii [47,
48]. 9dbheKTUBHOCTL CEPAEUYHON CTUMYJIAIUU He
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3aBHucCeJa OT THIA YCTPOMCTBA W CTUMYJIHNPYEMOM
kamepsl. TeMm He MeHee, HEKOTODbI€ HCCJIEIOBA-
TeJIW CUUTAIU, UYTO IIPEAIIOUTeHUE CJIeAyeT OTma-
BaTh IIPEJICePAHOI CTUMYJIAINU, KOTOopas OoJiee
GU3MOJIOTNYHA U He MPOBOIUPYET JKeJYIOUKOBYIO
raxukapauio [49]. B 1991 r. Moss u coaBT. mpo-
aHaAJIM3WPOBAJN NaHHBIe KaTamMHesda 30 IIarueHTOB
¢ cunkonaiabHoi (opmoit CYU QT u SKC, BospacT
KOTOPBIX HA MOMEHT MMILIAHTAIINY BapbUPOBAJ OT
HECKOJIBKUX MecsIeB 0 56 jet (B cpegaem 19 jet)
[46]. OTmeuasoch HOCTOBEPHOE CHUIKEHUS YMCJA
cuukoie mocje nMmimantanuu OKC B aToi rpyimme
BBICOKOT'O PHCKA.

IToxazanusavu s uminiagranuu OKC y 60b-
HBIX Kak ¢ CYU QT, rtak u ¢ KIIJKT Ovnliu Gpamu-
apuTMUU, He I03BoJABINMEe HasHAuuTb AAT wuan
yBeJIUUUTh A03bI mpemnapatoB. Ilpu CYU QT cep-
JedyHasl CTUMYJIALNUA IPUMeHSJIach TaKkKe y 00JIb-
HBIX C PEIUIUBUPYIOMIMMHU HA Tepamuu CUHKOIIE.
B cBs3u ¢ COBEpPIIIEHCTBOBAHNEM UMILIAHTUPYEMbBIX
KapauoBepTepoB-AeuOPUIIATOPOB B HACTOSIIEe
Bpema OKC uUMILIAaHTHUPYIOTCS PEAKO, IIPEerMYyIIe-
CTBEHHO B PaHHEM BO3pacTe, HallpuMep, KOTIa 9KC-
TpeMaJbHO AJuUHHBIA mHTepBad QT coueraercs c
dyHKIUOoHANIbHON AB-60Kanoi 2:1 uau cuaapome
H:xepBemna—Jlaure—Huiunbcena [43, 50].

ITepBrie cayuau npumenenua K]l y wmoJio-
IBIX OOJIBHBIX C BPOKIEHHBIMU IIOPOKAMU CepIIia
U CepAeUYHBIMU KaHaJOHATUSAMU OBLIN OIIYyOJIUKO-
Baubl B Hauase 90-x romax [51]. B 1993 r. Silka
W COaBT. OIHCAJNN pe3yJbTaThl Habamogenus 177
00abHBIX, KOoTOPbIM WK]I[ ObLT MMIJIAaHTUPOBAH B
Boadpacte mo 20 ser [52]. B rpymnme mpeob6Jamganu
0oJbHBIE C OPraHWYECKOH IIaTOJIOTMeHd U OKOoJO 1/g
60sbHBIX (26% ) umennu I193C. IIpuuunoit UK B
76% cayuaeB Oblia o0ycJiOBIeHHAS (PUOPUIIIAIK-
eii :kenynmoukoB BOK. HMcciemoBanue ITO3BOJIHIJIIO
BIIEPBBIE JOCTOBEPHO IIPOJEMOHCTPUPOBATH aP(eK-
TuBHOCTh MeToma WKl Tepamum y JIMIT MOJIOIZOTO
BO3pacTa ¢ HeKOpOHaporeHHoi naroaorueii. ¥ 80%
[MaIMeHTOB B TeUueHWe 2 JIeT MOCJie MMILIaAHTAIUU
MMeJI0 MeCTO XOTs ObI OJHO MOTHMBUPOBAHHOE Cpa-
boareiBanme. OTMeuaJsicd BBICOKUU PHUCK PeEIUIMBA
3JI0KAUECTBEHHOI KeJYA0UYKOBON TaxXWapUTMUU Y
ooapubix ¢ BOK B amamHese, B CBA3U C ueM B
MEKIYHAPOIHBIX PEKOMEHIAINAX HaJIuUue dIIU30-
na BOK aBnsaerca mokasanueM I xkiacca pina UK]I.
BeposaTHOCTE MOTHBUPOBAHHBIX cpadaThIBaHUII He
3aBuCejia OT CTEIeHU HAPYIIEeHUsS CHUCTOJUUECKON
GYHKIIUKU $KeJYI0YKOB, YTO CBUAETEIBCTBOBAJIO O
COIIOCTABUMOM PHUCKE KUBHEYTPOKAIOINUX APUT-
Muii y OOJBHBIX CO CTPYKTYPHOII IIaTOJIOTHEH u
I193C B mosiomom BospacTe [52].

B 2003 r. B pabore Zareba u coaBr. ObL1a yoemu-
TeJILHO IPOoJieMOHCTPUPOBaHa adeKkTuBHOCTE MK
B CpaBHeHUU ¢ OeTa-0JI0KaTOpaMU B IPOPUIAKTHIKE
BC y 6oapabIX ¢ CYU QT [53]. B rpynme BbIicOKOTrO
pucka y 6oapHbIX ¢ UK][ oTmMeuasioch CHUKEHUE
YPOBHSA CMEPTHOCTH 3a 3-JIETHUU IIepuoj Hab0Jio-
menusa po 1,6%, Torma Kax B I'pylmne HalleHTOB,
MOJIYUABIIINX TOJILKO Tepanunio OeTa-0JioKaTopaMu,
CMepPTHOCTh cocraBmyia 16% 3a TOT Ke IIepUO.
Kpowme Toro, ucciaemoBaTes i OTMEUYAIOT JOCTATOUHO

BBICOKUII yPOBEHb MOTHBUPOBAHHBIX IIIOKOB IIOCJE
umiagtanuu UK y aum moJsiomoro Bospacra, 1o
pasHbIM AaHHBIM, OoT 22 mo 60% [53—-55]. Takoe
YHCJIO IMTOKOB 00BACHANOCH TeMm, uto UK]I[ kymu-
poBaJii BCe JKEJNYAOUKOBBbIE TAXMAPUTMHUU Hesa-
BHCHMO OT WX IIPOJOJIKUTEJLHOCTH, TOTJA Kak,
"Hanpumep, npu CYU QT momumopdHas Keaymod-
KOoBasl TaXUKapPAUA HEPEeIKO MOKeT IIPeKpalaTbCs
cnoHTaHHO [56]. BepoAaTHOCTH PA3BUTUA MOTHUBUPO-
BAHHOTO IIIOKA II03BOJISIET OIIEHUTH IIIKaJia PUCKA,
npennoxxkennaa Ilutepom IllBapumem B 2010 r. m
BKJIIOYAIOINIAA 5 OCHOBHBIX XapPaKTEePUCTUK : IIePUO/T
CcBOOOHEBIN OT cuHKoIIe 6oJiee 10 JeT, IIUTEeILHOCTD
QTc, namunune BOK B aHaMHese, HaJIn4Yne CUHKOIIE
Ha Tepanum Oera-0JioKaTopaMu, a TaKsKe BO3pacT,
B KOTOPOM HMILIAHTHPOBAHO AHTHAPUTMUUYECKOE
ycrpoiictBo [55]. OcHOoBHaAsA 3amaya KapaumoJora
— IIPeJOTBPATUTh PAa3BUTHE CEPIAEUYHBIX COOBITHUI
¥ OJHOBPEMEHHO IIPEeJOTBPATUTh cpabaThbIBaAaHUSA
UK. IlpenyoskeHHadA MIKaJia pUCKAa MOTUBUPOBAH-
HBIX IIIOKOB II03BOJISET CBOEBPEMEHHO BHECTH COOT-
BercTByloIie naMmeHenus B AAT. [lannaa mrkasia
ObLIa MOAM(MPUIITMPOBAHA AJIA JeTel U TakKe ahPeK-
THUBHO [I03BOJISJIA IIPOTHO3UPOBATEH PUCK MOTHUBUPO-
BaHHOTO MIOKa [57].

Hauapie 00 sadpdertuBnocTu UK Tepamuum y
6osbHBIX ¢ KIIGKT 60s1ee npoTuBopeunBbl. C oqHOMI
cropousbl, KITJKT — Gojiee 310KauecTBeHHOE 3a60-
JieBaHMe, YTO HAIleJMBAeT KapANOJIOrOB HA PACIIIU-
penue nokazanuii Kk ummtadgtanuu UK]. C apyroi
CTOPOHBI, TOTAJbHAA JJEKTPUUYECKAsS HECTAOUJIb-
HOCTh MHOKapPAA U BBIPAKEHHBIN II0JIUMOPHUIM
HapyLUIeHWH pHUTMa OPU STOM 3a00JieBaHUU CIIO-
COOCTBYIOT MHOTA YXYAIIEHUIO IPOrHO3a Ha (POHEe
UMILTAHTAIIUN AaHTUAPUTMHUYECKOr0 YCTPOICcTBa
0e3 yuera sTuUX ocobOeHHOcTeii. JItoOble MIOKMU, KaK
MOTHUBUPOBAHHBIE, TAK X HEMOTHUBUPOBAHHBIE MOT'Y T
IIPUBECTH K PA3BUTHUIO SJIEKTPUUYECKOrO IIITOPMA Y
6osnbubIX KIIGKT. HeoOxoguMo yUUTHIBATH TaAKIKe
HEeraTHUBHYIO PEaKkI[MI0 Ha CTPecC, KOTOPBHIN TaKKe
nposBonupyet Ioku. Crenuduika sJIeKTPUUECKOMR
AKTUBHOCTH CEP/Ia IPU KaHAJIOMATUAX 00y CI0OBIIU-
BaeT ocob0eHHbIe TPeOOBAHUS K IIPOTPAMMIPOBAHUIO
WK]l. HemoTuBupOBaHHBLIE cpabaThIBAHUA — 3TO
npobjemMa, 0COOEHHO OCTPO CTOAIIAS IPU MMILIAH-
ratuu UK] y 6oapabIX ¢ KIIZKT. Heob6xommmo
BKJIIOUEHUE aJTOPUTMOB NUCKPUMUHAIIUN HaIKe-
JYIOYKOBBIX TAXNAPUTMUU (Pa3JIUUHBIE Y KAKOT0
MIPOUB3BOUTEJIA) C 30HOU AeTeKIuu (QUOPUIIAINA
skeaynoukoB (PIK) 214-230 ya/mMuH, AIUTEIb-
HOCTb OKHa gerexknuum DPiK-+Bpema sapsama UK]]
(8-10 c) mosxHa ObITE He MeHee 20 ¢; OTKJIIOUEHUE
AHTUTAXUKAPAUTUUYECKON CTUMYJISIIUHN; IIePBBII
IIOK C MAaKCHUMAaJbHOM dHepTrue, mocje 2-To IIIOKa
[IOCJIEJOBATEJIbHOE IIePEeKJI0UeHNe IIOJAPHOCTH
BOJIHBI IehUOPUILIAIINN.

Bricokaa apdexruBHocts UK]II-Tepanuu mpu-
BeJIa K TOMY, YTO B HEKOTOPBIX CIyd4asaX HEOOOCHO-
BAHHO PACIIHUPSAIOTCS IIOKA3aHUA K MMILJIAHTAIUN.
WsBecturr cayuau K] 6e3 yuera omeHKu adder-
TuBHOCTU AAT miam y 6ecciMITOMHBIX OOJIBHBIX, B
T.4. 0e3 aHAJIM3a IeHeTUYEeCKUX MEeXaHU3MOB, UTO
HemonycTtumo [53—55]. Tak, 6oabpHBIM ¢ III moute-



KyaapHo-reHeTnueckuM BapuanTom CYU QT, mpu
KOTOPOM PHCK JIeTAJbHOTO MCXO0a MEePBOr0 CUHKO-
Iie BBIIIe, UeM IPU APYTUX BapuaHTaX, KapAnoJOTH
paHee CKJIOHHBI ObLIU ITUpe uMILIaHTUpoBaTh UK]I.
B 10 :Xe BpeMs Ipu IJIUTEJIHLHOM HaOJIOAeHUN OBIIO
IMOKAa3aHo, YTO MOTUBUPOBAHHBLIX CpabaThLIBAHUN y
TaKkuX 00JBbHBIX IPAKTUUECKU He ciydaeTcd [55].

CorslacHO aKTyaJbHBIM KJIMHUYECKUM PEKO-
meHganuamu, WMK]Il-repanusa moxasaHa B o0s3a-
TeJbHOM Iopsaaxe OogbHBIM ¢ II93C npu BOK B
aHaMmHese (KJjgacc nokasauuii IA), 60JbHBIM C PeIu-
OIUBAMU CUHKOIIE U/UJU KeJYIOUYKOBOM TaxuKap-
ouu Ha (OHe aJeKBaTHOM H03bI 6eTa-6JI0KAaTOPOB
(knacc mokasauuii IlaB). Ciaemyer oTmMeTHTh, UTO
WKl npuMeHseTcAa KaK JOTOJHUTEJIbHBIN METOI K
AAT npu CYU QT u KIIGKT, HO HU B KoeM caydae
He ABJAEeTCA W30JUPOBAHHBIM METOIOM JIeUeHUs,
TOorma Kak AJs OOJbHBIX ¢ cMHApoMOoM Bpyraza u
CKH QT sT0 equHCTBEeHHBIN 5((EKTUBHBIN CII0CO0
npopunakTuku BCC, Tak kKak speKTUBHAST MeIu-
KaMeHTO3Has Tepalus 3TuX 3a00JieBaHU B HACTO-
1Iiee BpeMs ellle He pasdpaboTaHa.

3aKJa0ueHue

BoabItioit mpophIB 3a mociefHNEe YeTBEPTh BeKa
OBbLJI cIeslaH B MOHMMAHUU MEXaHU3MOB CePIAeUHbBIX
KaHajJomaTtuii, B crpatudpuranum pucka BCC u
JeyeHUU. B reHEeTWUYECKUX MCCJIEJOBAHUAX BBIAB-
aeno 6Gosee 30 reHOB, OTBETCTBEHHBIX 3a PAa3BU-
THe KaHaJIoNaTuii, padpaboTaHbl TUATHOCTUYECKUE
MaHeJ Iy T'eHOB AJIsA Pa3JUUYHBIX HO30JOTUIl, OmMca-

HBI OTJeJIbHbIe MYTAIlUU C HEeOJarOmPUATHBIM IIPO-
THO30M. B Me:XKIyHapOmHBIX MCCIEIOBAHUAX, 00b-
eINHAOINX TaHHBIE THICAY T'€HOTHUIIMPOBAHHBIX
00JBHBIX, OBLIN pasdpaboTaHbl Kpurepuu pucka BC,
noBbIicuBIIHE 3(hGHeKTUBHOCTH npoduraktTuru BCC.
Bunaropapa nmnunanranuu UK 3HAUYNTENIBHO CHU-
3UJIaCh CMEPTHOCTh, 0COOEHHO 3TO CIIPABEJINBO IJI
JIAIT MOJIOZOTO BO3PAcCTa, AJIA KOTOPBIX XapaKTePHBbI
HamboJee TAKeble (POPMbI KaHAJIOTIATUH.

B macrosiee BpeMs ocoboe BHUMAaHUE CJIEIY-
eT yAeJuThb OOJbHBIM ABYX KaTeropuii — ¢ morpa-
HUYHBIMH U KpaliHe TAMKeJIbIMU IPOSBICHUIMU
II193C. Ilpu morpaHmuHBIX (opMax 3abosieBaHUA
KJINHUYECKUe MPOABJIeHUA MUHUMAJIbHBI, & PUCKU
BC moryT 6bITH BHICOKMMH. B aTOM HampaBJieHUU
UIeT aKTUBHBINA IOMCK HOBBIX MapKepOB PUCKA IpU
CTEePTHIX U HEMBIX KJIMHUYECKUX BapHAHTaX Teue-
HUA cepAeuHbIX KaHajomartuii. Cienyer msberarhb
TaKsKe TUIIePAUAarHOCTUKHU, UTO BeJeT K CePhe3HbIM
OTPDAHUUYEHUAM KUBHEIeATEeJIbHOCTH AeTeil U JIHI]
MOJIOZOTO BO3pacTa.

IIpu HaubGoJiee TAKEIOM TeUeHUH, Koraa ooIe-
MIPUHATHIE METOJbl He MO3BOJIAIOT IIOJHOCTHIO KOH-
TPOJIUPOBATH IPUCTYIHI KEJIYJOUYKOBOM TaxuKap-
Iuu, HeobxoamMa paspaboTKa HOBBIX METOOB Jieue-
HUA, BKJIOYAs KJETOUHbIE TeXHoJoruu. IlepBble
Iary B WCCJEJOBAHUU BO3MOYKHOCTEH T'€HOMHOTO
penaxTupoBanusa npu I1193C caenansl [58].

cDunancupoeauue u KOH¢ﬂu7€m unmepecoes: asmo-
puL 3aa6uau 06 omecymemeuu GuHAHCO80l no0depH KU U
ICOHQ)JLU}CH’L(I uHnmepecos, 0 Komopuvlx Cﬂeayem COOqumb.
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M.U. Karega, U.I1. Hukuwiuna

HEWTPOITEHUU B IMPAKTUKE AETCKOI'O PEBMATOAOTA

OI'bHY HUMP um. B.A. Hacorosoii, MockBa, PO

HejliTponneHnu — KJIMHUKO-JIa00pPaTOPHBII (heHOMEH, TOCTATOYHO YACTO BCTPEYAIOIIUIICA B IPAKTUKE
JIETCKOT0 PeBMATOJIOTa, KOTOPHIil MOJKET BHI3BATH Cephe3HbIe, B T.4Y. JKM3HEYTPOIKAION[He OCJIOKHe-
HHUS M CYII[ECTBEHHO OrPAaHMUYMBATH NMPOBOIUMYI0 Tepanuio. Ilpupona HeliTponmenuu pasHooOpasHa,
M KaSKJbIN CJIyYal ee BBIABJIIEHUS HYKJAaeTCs B IPOBEJeHUM TIIATEeJbHOU muddepeHnuaaIbHoi qua-
rHocTukH u auddepeHUPOBAHHOIO BeJeHUA 00JIbHOI0 B 3aBHCUMOCTH OT 9THOJIOTUY HEHTPOIIEHUH.
B craThe mpeacraBiieHBI JaHHBIE JUTEPATYpPhl C AKIEHTOM HA NIPOOJieMy NPHUOOpPETEeHHON HM30JIHU-
POBAHHON HEWTPOIIEHUM y JeTeil, BCTpedyaroueiicsd B NMPaKTUKe NeIuaTpa-peBMaTojiora Kak IIpPH
IePBUYHOM O0OpAIeHNH, TAK U BBIABJIsIeMOi Ha )OHe MeIUKAMEHTO3HOI Tepanuy, IPOBOTUMON IO
MOBOAY KaKOI0-JI100 3a60JIeBaHNSI PEBMATOJIOTHYECKOT0 IIPO(MUIIA.

Knrouesvie cnoea: mpan3umopHnas Hellmponenus, aymoumMMyHHAA Hellmponenus, J1eKapcmeennas
HellmponeHnus, pegmamuiecKue 3a601e6anus y demeil.

Hum.: M.1. Kaneda, H.II. Hukuwuna. Helimponenuu 8 npakmuke demckozo pegemamonoza. I1edu-
ampus. 2018; 97 (3): 141-148.

M.I. Kaleda, I.P. Nikishina

NEUTROPENIAS IN THE PRACTICE OF PEDIATRIC RHEUMATOLOGIST

V.A. Nasonova Research Institute of Rheumatology, Moscow, Russia

Neutropenia is a clinical laboratory phenomenon, often encountered in the practice of pediatric
rheumatologist, which can cause serious incl. life-threatening complications and significantly
restrict the ongoing therapy. The nature of neutropenia is diverse, and every case of this pathology
requires a thorough differential diagnosis and differentiated management of the patient depending
on neutropenia etiology. The article presents literature data focusing on the problem of acquired
isolated neutropenia in children, which occurs in the practice of pediatric rheumatologist both
during primary treatment and detected during drug therapy performed for any rheumatological
disease.

Keywords: transient neutropenia, autoimmune neutropenia, drug neutropenia, rheumatic diseases in
children.

Quote: M.I. Kaleda, I.P. Nikishina. Neutropenias in the practice of pediatric rheumatologist.
Pediatria. 2018; 97 (3): 141-148.
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