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OIIBIT BEJIEHMS JETE PAHHET'O BO3PACTA C XAOTUYECKO ITPEJCEPIHOM TAXMKAPIMEN
T.C.KoBasnbuyk', T K.Kpyunna'?, P.b.Tarapckuii', T.M.IlepBynuna', M.LII.MansipoBaZ,
J.C.JIedenes', E.C.BacnukuHna’

'DI'BY «Hayuonanbholii MeOuyuncKuii ucciedosamensckui yenmp um. B.A.Anmaszoea, Poccus, Cankm-Ilemepoype,
. Akkypamosa, 0. 2; *CIToI'BY3 «/[emckuii 20po0cKoii MHOZORPODUIbHBLI KIUHUYECKUH CReUUATU3UPOSAHHbLIL
UEHmP GbICOKUX MeOuyUHcKux mexnonozuiny, Poccua, Cankm-Ilemepoype, yn. Aeanzaponas, o. 14.

Heab. M3y4nTs KIMHIYECKOE TEUEHHE XaoTH4ecKoi npeacepanoit raxukapanu (XI1T) u onennts adpdexTrBHOCTL
anTuapuTMuueckoi Tepanuu (AAT) y manueHToB ¢ 1e00TOM apuTMUH B Bo3pacte 10 1 roza.

Marepuan u MeToabl McciaeqoBanus. B uccrnenosanue BkitoueHo 15 aereit ¢ mepsuuHoi peructpanueit XIIT
B Bo3pacre 2,04+2,27 mec, y 4 - BHyTpuyTpoOHO. JlnuresnsHOCTh HaOmoneHus cocraBuia 35,9+26,9 mec (Me 29 mec).
[MTanmentam ObUIM BBITIOJIHEHBL: J1a00paTOpHbI MOHUTOPHHT, peructpaiyst DKI' B 12 oTBeneHHsIX, CyTOYHOE MOHUTOPH-
posanue DKI, sxokapauorpadust NCXOIHO U TIPH JUHAMHYIECKOM HAOIIONCHHH.

PesyabTarnl. Y 80% nanueHToB TaXMKapaus HOCHIIA XPOHUYECKUN XapakTep. [Ipu3Haku TaxuuHAyUPOBaHHOM
kapauomuonarun (TKMIT) nmenu mecto y 7 (46%) naunentos. CTpyKTypHasi 1aToJIOTHsl cep/iia Oblia BhIsIBICHA y 6 na-
uuentoB. Cpemnusist YCC ucxomno coctapisuia 157,9+23,78 yn/MuH, MakcuManbHas - 256,7+35,84 yn/mun. AAT nonyva-
mm 14 (93,3%) nereii. B xadecTBe cTapTOBOI TEpanyy MPOIPAHOIIOIN TTOIyYaly 7 MaleHTOB, aMUOAAPOH - 6, TUTOKCHH -
1. Monorepanus 0buia d3ppekTuBHa y 2 nauueHToB. Y 12 manueHToB npuMeHsuiach komOuHnpoBanHas AAT, y Tpoux
JieTelt - OJHOBPEMEHHO TpH npemnapara. He momyueHo JaHHBIX O NPEUMYILECTBE OAHOM U3 CXeM JieueHHsl. YCTONUUBBIN
CHHYCOBBI PUTM Ha MOMEHT BBIITUCKH PErucTpupoBaics y 4 manuenToB (28,6%), y 2 - CHHYCOBBIIl PUTM C TIpEJICEPIHOM
9KTOINMYECKON aKTUBHOCTBIO, y 7 OBUIH IOCTUTHY Tl KPUTEPHH HOPMOCHCTOIIHNH; y ojtHOTo pebenka ¢ TKMII coxpansiack
JTHEBHAsI TAXUCUCTOINS Ha (POHE TpeXKOMIOHEHTHOH A AT, HO OTMeYaIach MOJIOXKUTEIbHAs TMHAMUKA 3XOKapArorpadu-
Yyeckux napameTpoB. Perpecc apurmun ormedeH y 13 (86,6%) nmanueHToB, JUIMTEIBHOCTh CYLIECTBOBAHHS apUTMHUH Y
Hux coctaBuia ot 1 o 15 mec, gnurensHocth AAT - 11£7,5 mec. XIIT coxpansieTcs y IByX MallMEHTOB CO CTPYKTYPHOI
narosioruei cepaua. OHOMY IALMEHTY B BO3pacTe S JIET MPOBOAMIACH painovacToTHas adbnauus, 6e3 addekra. Y ox-
HOTO MalMeHTa OTMeYaINCh T000YHbIE (P PEKTHI OT Teparum, TPEOyIOIIe ee KOPPEeKIUH. JIeTalbHBIX HCXO0I0B HE OBLIO.

3akurouenne. XIIT ¢ nedrotom B Bozpacte 10 | roga npu CBOEBPEMEHHO Ha3HAYCHHOM JICUEHUH UMeeT Oaronpu-
SITHOE TEYCHUE ¥ XOPOILHH MPOTHO3, HO BHICOKA BEPOSTHOCTH PE3UCTEHTHOCTH apuTMHHK K AAT, uT0 TpeOyeT AIUTeNbHO-
ro 1noj0opa Tepanuy ¢ UCIIOIb30BaHUEM PA3IMYHBIX KOMOMHANMH rpernaparoB. TakTHKa KOHTPOJIS 4aCTOTHI CEPICYHOTO
pUTMa JocTaTtodHa Jyis mpoduiaakTuky passutus TKMIIL.
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EXPERIENCE IN THE MANAGEMENT OF INFANTS WITH MULTIFOCAL ATRIAL TACHYCARDIA
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TAlmazov National Medical Research Centre, Russia, Saint-Petersburg, 2 Akkuratova str; *Children’s City
Multidisciplinary Clinical Specialized Center of High Medical Technologies, Russia, Saint-Petersburg,

14 Avangardnaya str.

Purpose. To study the clinical course of multifocal atrial tachycardia (MAT) and to evaluate the effectiveness of
antiarrhythmic therapy (AAT) in patients with onset of arrhythmia before the age of 1 year.

Methods. The study included 15 children with primary registration of MAT at the age of 2.04+2.27 months, 4 of
them - in utero. The follow-up period was 35.9+26.9 months (Me 29 months). All patients underwent laboratory moni-
toring, 12-lead ECG recording, 24-hour ECG monitoring, echocardiography at baseline and during time of observation.
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Results. Tachycardia was persistent in 80% of patients. Tachycardia-induced cardiomyopathy (TIC) was present
in 7 (46%) patients. Structural heart disease was detected in 6 patients. The average heart rate at the onset of the disease
was 157.9+23.78 bpm, the maximum - 256.7+35.84 bpm. Fourteen (93.3%) children received AAT. Seven patients were
prescribed propranolol first, 6 - amiodarone, 1 - digoxin. Monotherapy was effective in 2 patients. Combined AAT was
used in 12 patients, including three children with three drugs combination. No benefits were found for any of the drugs
combinations. Stable sinus rhythm at the time of discharge was observed in 4 (28,6%) patients, sinus rhythm with atrial
ectopic activity was registered in 2 of them; criteria for normosystole were achieved in 7 patients; in one child with TIC
daytime tachysystole persisted despite three-component AAT, but echocardiography parameters improved. Arrhythmia
was disappeared in 13 (86.6%) patients; the duration of arrhythmia in them from 1 to 15 months, duration of AAT - 1 £7.5
months (Me 9.5 months). MAT persists in two patients with structural heart disease. One patient underwent radiofrequen-
cy ablation at the age of 5, with no effect. One patient had side effects from therapy that required correction. There were
no lethal outcomes.

Conclusion. MAT with a debut at the age of 1 year with timely prescribed treatment has a favorable course and a good
prognosis, but the probability of AAT resistance is high. These cases require a long-term selection of therapy using various
combinations of antiarrhythmic drugs. Heart rate control strategy can be sufficient to prevent the development of TIC.

Key words: multifocal atrial tachycardia; infants; tachycardia-induced cardiomyopathy; antiarrhythmic therapy;
combined therapy
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Xaotuueckass (MHOroo4yaroBasi, MYJIBTH(POKYCHAsI)
npeacepanas taxukapaus (XIIT) - aro penkas dopma
apuUTMUHU, cOcTaBlsitolas MmeHee 1% cpeam Bcex cympa-
BEHTPHKYJSIPHBIX Taxukapauii y pereit [1, 2]. Haubonee
4acTO OHA BCTpevaeTcs y AeTel paHHero Bo3pacra [3, 4].

K anekrpokapauorpaduueckum (OKI') xpurepusm
XIIT oTHOCATCS: HATMYUE YACTHIX, TTOJIUMOP(QHBIX 3yOII0B
P (1e menee 3 paznnunbix Mopdosoruii 3youa P B oqHoM
orBenennn JKI'); coxpanenune mexay 3youamu P u3zo-
anexkrpuyeckoil nuHuy; Heperynspusie PP, PR u RR-un-
tepBaibl [1, 3]. Haubonpuive ClIoXKHOCTH BO3HUKAIOT B
muddepenunansHoit muarnoctuke XIIT ¢ pubprntsumeit
nipeacepauit (PI1), B To sxe Bpemst XIIT yacto coueraercs
C APYTHUMHU NPECEPAHBIMUA TAXHUAPUTMUSAMH, B TOM YUCIIE
¢ @I u Tpeneranuem npeacepauit (TII) [2, 3].

K nacrosimeMy MOMeHTY 1arou3uoIoruuecKie Me-
xaHu3Mbl XIIT ocraroTcst He 10 KOHLA SICHBIMH, OJTHAKO,
CUMTAETCs, UTO B OCHOBE MEXaHM3Ma €€ Pa3BUTHUS JIEKUT
AQHOMaJIbHBIH aBTOMATH3M W/WJIM TPHUITEpHAs aKTHBHOCTh
[5, 6]. HanGonee BepOsATHBIM NpECTaBIISIETCS IEPBBIA U3
HuX, 4t0 00bsicHsIeT DKI' ocobennoctu XIIT u Heapdek-
TUBHOCTb 3JIEKTPUUECKONH KapAHOBEPCUH Ul KyNHUPOBa-
HUS JaHHOW apuT™Muu [2].

XIIT yacTo HOCHT XPOHHUYCCKUI XapakTep, y O0Jb-
LIMHCTBA JIETeH MMeeT XOPOILIHU MPOrHO3, HeOOJIBIIOE KO-
JINYECTBO OCJIOKHEHUH M HU3KYIO JIETANBHOCTb MIPU yCIIO-
BUU CBOEBPEMEHHON M 3(PEKTUBHON aHTHAPUTMHUYECKON
teparmu (AAT). B 50-80% ciryyaeB IpoMCXOANUT CIIOHTaH-
HOE IpeKpalleHue apuTMUM K Bo3pacty 12-18 mecsiieB u
OTCYTCTBYIOT PELMIMBBI B OoJiee cTapiieM Bo3pacre [2, 3,

7]. B to xe Bpemsa XIIT moxer cTaTh NIPUUMHON pa3BUTUSA
TaxUUHAYIUpoBaHHON Kapauomuonaruu (TKMII) u npo-
SIBIISITHCS YK€ CUMIITOMAMHU CEPJIeUHON HEI0CTaTOYHOCTH
(CH) Bm1oTh 10 pa3BUTHS KJIMHUKH KapJHOTCHHOTO IIOKa
u cmeptu [2, 3, 8, 9].

Jletu mepBoro roja >KM3HU BXOJAT B IPYIILy pUCKa
o gopmupoBanuto TKMII B CBsI3U C BBICOKOH 4acTOTOM
CepJeYHOr0 pUTMa BO BpeMsl TaXUKAPJIUU U XPOHUYECKUM
ee reuenueM [ 10]. Knunuueckue nposisnenust CH Baauasne
00yCIIOBJIEHBI AMACTOIMYECKON AUCHYHKIMEH MUOKapia,
3aTeM MPHUCOCTUHSICTCS CUCTOMMUecKas aucynknms [11].
IToatromy neuenne XIIT npoBoauTes y aeTei paHHEro BO3-
pacra Jake npu OTCYTCTBHH KaJI00 M HapyIICHUH reMo-
JMHAMHKH 1151 TpoduiakTuky passutust TKMIT n sxn3He-
YIPOXKAOLINX COCTOSTHUH.

Cy1ecTByeT /1Ba MOJAX0Ja K JICUEHUI0 XPOHUUYECKOI
TaxUKApAUU: TOJABIECHUE SKTONMUYECKOM aKTUBHOCTU U
BOCCTAHOBJICHHE CHHYCOBOI'O PUTMa MJIM KOHTPOJIb YacTo-
ThI CEPJICUYHOTO PUTMA 3a cueT 3ameuieHuss AB-mposene-
nust [8]. Ipu XIIT ObicTpast KOHBEpCHUS B CHHYCOBBII pUTM
HaOJrotaeTcs peako u 0osee mpruemMIIeMbIM CYUTAETCsI BTO-
poii Bapuanr [7, 12].

Haubonee nienecoodpasubsiM Mmetogom jieueHust XIIT
y aereil panHero Bo3pacta siBisiercst AAT, Tak kak kate-
TepHast abmanus He oOsiajaeT AOCTaTOuHOH S(PQPEeKTUB-
HOCTBIO TIPU JaHHOM BHUJE€ APUTMUU, UMEET TEXHUUYECKHE
OTPAHUYEHUS U CONpPSDKEHA C BBICOKUMH puckamu [7, 8,
12]. Ho umerot mecto crioxkHocTH ¢ mogbopom AAT, a Tak-
JKE€ OTCYTCTBYIOT JIJaHHBIE 0 Hanbosee 3(h(PEeKTUBHON KOM-
OuHauuy aHTHapUTMHUUYECKUX npenapatoB (AAIT) [2, 3, 7].
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VY4uuThIBas peKOCTh JaHHON MaTOJIOTUH, €€ KIMHU-
YEeCKYI0 3HAYMMOCTb, O0YCIIOBJICHHYIO PUCKOM Pa3BUTHS
TKMII, oTcyTcTBHE CTaHJAPTHBIX MOAXOJOB K BEACHMIO
MAIUEHTOB, IIeJIbI0 HAIIETO MCCIIE0BAHUS ABISUICA aHa-
3 kinHrYeckoro tedeHust XI1T u oneHka a3 pexTuBHO-
ctu AAT y manueHToB ¢ A¢OIOTOM apUTMUU B BO3pacTe
no 1 rona.

MATEPHUAJ U METO/JbI
HNCCIEJOBAHUA

B wuccimenoBanne ObLIO BKIIOYEHO 15 mManmeHTOB
¢ XIIT, oOcrmenoBaHHBIX MO TOBOAY JAaHHOTO IHArHO3a
B cranunonapax Cankr-IlerepOypra (AI'BNel, JT'BNe2,
OI'BY «HMUIL] mm. B.A.Anmazosay) B epuox ¢ 2011 mo
2020 rompl. [laHHOE HCCIIEIOBAaHUE OJOOPEHO ATHYCCKUM
komutetoM OI'BY «HMUIL] um. B.A.AnmazoBay.

Bcewm nammenTam ObUIN BBITOIHEHBI: J1A00PaTOPHBIN
MOHHUTOPHHI, BKJIIOYAIOMNN KINHUYECKUN aHaIN3 KPOBU
C JEeHKOIMTApHOH (HOpMyIOi, OMOXMMHUYCCKUA aHAIN3
KpPOBH, OLIEHKAa YPOBHS MapKepOB MHOKapAMOLUTOIN3A,
HaTPUHYPETHUECKOTO TENTH/A, TUPEOUIHBIX TOPMOHOB;
peructparust OKI' B 12 oTBemeHHsIX; CyTOYHOE MOHHTO-
pupoBarne IKI' (CM 3KIT'): sxokapauorpadust (IxoKI')
10 CTAH/IAPTHBIM METOJMKAM C OLICHKOH pa3MepoB Kamep
cep/la M UX OTKJIOHEHHs OT HOPMaJIbHBIX 3HAYEHUH ¢ Mc-
MTOJTb30BaHNEM KalbKymsiTopa z-score Boston Children’s
Hospital (https://zscore.chboston.org/).

[To mamaemM DKI' 1 CM 3OKI' oneHuBammcy cieny-
IOIINE MapaMeTphl: XapakTep W 4acToTa 0a30BOTO pUTMA,
JUTATeNEHOCTE 3yO1ia P, maTepBana PQ, xommiekca QRS,
naTepBana QT, xoppurmpoBanHoro mHTepBaia QT, Ha-
CTOTa COKpALICHUW Npeacepaui M 4yacToTa COKpallleHUuH
xemynoukoB (UCK) Ha (oHE Taxukapaud, IMpeIcTaBICH-
HOCTb AKTOITNYECKOH aKTUBHOCTH B CTPYKTYpE CEpICUHO-
TO PUTMa B T€YEHHE CYTOK (IFIOTHOCTH apUTMHH), Xapak-
Tep HapyweHuil AB-npoBogMMOCTH, NPEACTABIEHHOCTD
JPYTHX BUIOB HapyLIEHUH pUTMa cepaua.

OKT ¢ omeHKo# BEIIEyKa3aHHBIX MapaMeTPOB Ha
¢one Turpamuu no3el AAIl permctpupoBamach exe-
JTHEBHO, TOCJIE BBIMUCKM M3 CTalMOHAapa B TEUCHHE
IepBoOro roja - He pexe 1 paza B mecsy, naiee 1 pa3 B
3 mecsma, CM OKT mpoBoamnoch nmpu mepBUIHOM 00-
CJIEJIOBAHNH, MOBTOPHO IO JOCTHKCHHHU IEJIEBBIX 103
AATI, npu HaOIIONEHNH B TUHAMUKE HE peke | pasa B
3 mecsma. OxoKI™ mpoBonuacek mpu nepBUIHOM 0OCITe-
JIOBAHMH, 110 MOKAa3aHUSIM MTOBTOPHO BO BpeMs IpeObI-
BaHUS B CTallMOHAape (4acTOTa BBHIMOJIHEHUS UCCIIEI0Ba-
HUSl OTpeAessiIach KIMHUYECKOW CHTyaluei), a Takxke
nepe BBIMMMCKOM W3 CTallMoHapa, MpH HAaONIOACHUU B
InHamuke He pexe 1 paza B 3 mecsua. [Ipu HazHaueHuu
aMHOZapOHa MPOBOIIIICS KOHTPOJIb YPOBHSI THPEOH]I-
HBIX TOPMOHOB 1 Y3U MHUTOBUIHON *Keye3sl He pexe |
pasa B 6 MecsLEeB.

CreKTp ONOTHUTEIBHBIX METOJIOB 00CIIEIOBAHMS,
HalpasJIeHHBIX HAa BBIBICHNE KOMOPOWIHOW IMaTOIOTHH,
OIIpEAEIAIICS MHANBUIYATbHO Y KaXK/I0TO MAllMeHTa, HCXO-
TS 13 5KaJ100 ¥ COMAaTHYECKOTO CTaryca.

AAT Ha3zHayajach COIIACHO HAIMOHAIBHBIM U
MEXIYyHAPOIHBIM pekoMeHmanusMm (tadm. 1) [12-14].
[Ipemaparbl, ucnonb3ylOmMeEcss B JIETCKOM BO3pacTe
off-label u mpemnapatsl, He3aperucTpupoBanusie B Poc-
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cuiickoii Peaepanuy, Ha3HAYAJIUCh MOCJIE MPOBEICHUS
BpauyeOHONH KOMHUCCHHM M IOJIIMUCAHUS JOOPOBOJIBLHOTO
MH(GOPMHUPOBAHHOTO COINACHS 3aKOHHBIM TPEACTaBUTE-
neM pebenka. [Ipu HedDHEKTUBHOCTH MO TOCTUKCHUU
LIEJIEBOM 03B M/WJIN Pa3BUTUHU MOOOYHBIX (P (PEKTOB OT
HazHaueHHoro AAII mpoBoamiace cmeHa cxembl AAT
(xoppekuus 103bl, OTMEHA Ipenapara, Ha3HaueHHUE KOM-
OWHUPOBAHHOW TEpaIUu).

Tepanus cuuranach «3QPEKTUBHON» MPU ITOJTHOM
MOJABJICHUN IKTOMUYECKON aKTUBHOCTHU, «HEJOCTATOUHO
3 }eKTUBHOI» TPH COXPAHEHUH TaxXUKapJHH, HO CHIKE-
Hun YCXK 1o 3HaueHUil, COOTBETCTBYIOIINX BO3PACTHON
HOpME, a TaKKe MPU YMEHBIICHUU MPEACTABICHHOCTH
HKTONNYECKON aKTHBHOCTH B TEYEHHE CYTOK Ooliee, 4eM
Ha 50%, B MHOM ciyyae Tepamnusi OIlCHUBAJaCh KaK «He-
spdexruBHasy. Tawke kpurepuem 3PQEKTHBHOCTH SIB-
nsoch KynupoBanue siBieHud TKMII u orcytcTBHe ee
MIPU3HAKOB NPH JMHAMHYECKOM HaOJIIOACHUH 3a IMalleH-
TaMU C COXpaHAIOLIeHcs TaXUKapJue, HO TOCTUTHYTHIM
koHTposieM HCXK.

Crarucruueckas o0paboTKa AaHHBIX MCCIEAOBAHUS
MPOBOAMIIACE C TOMOINBIO MOAYJIeH «AHaIM3 JaHHBIX)
n «Macrep nuarpamm» TabmuuHOro penakropa Excel,
a taioke nporpammbl STATISTICA 10. IloctosiHHbIE TIE-
peMeHHbIe OBbIIM 3alucaHbl Kak cpeanee 3Hadenue (M) +
cranaaptHoe oTkiIoHeHue (M+SD) nnn kak meauana (Me)
U JUana3oH OTKIOHeHuH. KauecTBeHHBle moOKa3aTenu
MIPE/ICTABJICHBI B BHJIE a0COIOTHBIX (1) 1 OTHOCHTENIBHBIX
(%) gactor. CpaBHEHHE MOCTOSHHBIX MEPEMEHHBIX MEX-
Jly TpyIIaMy IPOBOAMIOCH C UCTIOIB30BAHUEM KPUTEPUS
3HaKoB, kpurepus Dpunmana, kpurepus ManHa-YUTHU
(U -xpurepwuit). CTaTUCTUYCCKH JOCTOBEPHBIMH TPU3HA-
BaJIUCh TUMOTE3bI co 3HaYeHueM p < 0,05.

HOJYYEHHBIE PE3YJIBbBTATbI

Cpemu 15 marmmenToB ¢ XIIT 6510 8 (53,3%) neso-
yek u 7 (46,7%) manpunkoB. CpeaHuii BO3pacT HAa MOMEHT
MUATHOCTUKU TaXuKapIuu coctaBmi 2,04+2.27 mec. (Me
1,5 mec.), y 4 nereii apuTMus BBIABIICHA BHYTPHYTPOOHO
(B III tpumectpe: Ha 30, 33, 37 u 38 Hexene recraium,

Tabnuua 1.
AnmuapummuuecKkue npenapamol, UCROb3yeMbLE Y
nAYUEeHMOo8, 8KJIIOUCHHBIX 6 UCC/IC006AHUE

IIpenapar J103bI U KpaTHOCTh IIprieMa
IIpomnpanomon Per os 1-1,5 mr/kr/cyT B 4 mpuema
B/B 10 MKI/KT/CyT B 2 BBEJICHHS; per 0S
Jurokcun
10 MKI/KT/CYT B 2 IpHieMa
B/B Harpy3ouHast 103a 5-10 mMr/kr B
TedeHue 60 MUH, TOAIEPKHUBAIOLIAS
AMHONAPOH n03a 5-15 MKr/Kr/MuH; per os Harpy-
Aap 30uHas no3a 10 mr/kr/cyT 7-14 nueit
B 2 mpHema, 3aTeM IO//Iep KUBAOLIast
no3a 5 Mr/kr/cyT B 1 mpuem
Cotanon Per os 2-8 mr/kr/cyr B 2 npuema
[Iponagenon Per os 10-15 mr/kr/cyT B 3 mpuema
Per os 185 mr/m*/cyT wiu 6,7 Mr/kr/cyT
Drexanaug
B 3 npuema

[Tpumeuanue: B/B - BHyTPUBEHHO
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cootrBercTBeHHO). Y 12 (80%) mamuentoB XIIT nHOCH-
J1a OECCUMNITOMHBIM XapakTep M ObUla AMAarHOCTUPOBAHA
B XOJI€ BpaueOHOro OCMOTpa MO APYTUM NpHYHHAM. Y 3
MAIlMEHTOB OTMEYAJHMCh JKaNoObl Ha OJBIIIKY, BSUJIOCTb,
0JI€IHOCTB, TPYITHOCTH NP KOPMJICHUH. XapaKTepUCTHKA
TMAIMEHTOB, BKIIOYEHHBIX B UCCIIEJIOBAHUE, ITPEACTaBICHA
B Tabmn. 2-4.

VY 12 manmeHToB TaXMKapaus HMeNla XPOHHUYECKU
xapakTep: y 11 u3 HUX OHa ObLIa MOCTOSHHOM (TUIOTHOCTH
aputMun 6onee 92%), a y 1 - MOCTOSHHO-BO3BPaTHON C
IUIOTHOCTBIO apuT™Muu Oosiee 60%. Y 2 manneHToB mnpen-
CTaBJICHHOCTh apUTMHUM B JieOI0TEe 3a00JeBaHMs JIOCTO-
BepHo HemsBecTHa (Het nanHbIX CM OKI), y 1 mauuenra
IUIOTHOCTH aputMun coctaBmia 23,1%. Y 8 (53,3%) manu-
entoB nnomMumo XIIT peructpuposanucs napoxcusmsl TII
v/wu OI1. Y 10 nanuenToB (66,7%) perucTpupoBaioch
abeppaHTHOE NIPOBE/ICHHE.

ITo nanaeiM CM OKI' cpeansas yacToTa cepleuHbIX
cokpatenuit (UCC) B neOroTe 3a00JeBaHUsT COCTABIISIIA

Tabnuua 2.
Xapaxkmepucmuka nayuenmos, 6KJII0UEHHbBIX 6
uccneoosanue (n =15)

ITokazareib n (%)
Maubunku 7 (46,7)
Bospacr nedrora XIIT

BHyTpuyTpoOHBIil Iepuon 4(26,7)
0-1 mec. 2(13,3)
2-6 mec. 8 (53,3)
7-12 mec. 1 (0,07)
OTCcyTCTBHE %all00 10 TUArHOCTUKU 12 (80)
CTpyKTypHast MaTOJIOTHSI CepAra: 6 (40)
BIIC 4 (26,6)
OCTpBbIif MUHOKapIUT 1 (6,7)
Pabpomunoma npaBoro npezacepans 1(6,7)
[TaTonorus nbIxaTenbHON CUCTEMBI 5(33.3)
HenoHomeHHOCTH 4(26,7)
W3menenuns mo nanasiM DXoKIT 7 (46,7)
Jwunaranus mpencep i 3 (20)
Cawmxenne ¢paxuun Beiopoca JDK 7 (46,7)
[Tonyuanu AAT 14 (93,3)
MoHoTepanuto 2 (14,3)
KoMOmHMpOBaHHYIO TEpanuio 12 (85,7)
D¢ pexrnBHOCTE AAT

D pexTrBHA 4 (28,6)
Henocrarouno a¢pdexrrBHa 10 (71,4)
Perpecc apurmun k Bo3pacty 12 mec. 13 (86,7)
[Tomnast ormena AAT 12 (85,7)
Jo 1 roga »xu3Hu 7 (58,3)
Crapuie 1 roja sxu3Hu 541,7)

IIpumeuanue: XIIT - xaoTuueckas npeacepaAHas Taxukap-
must, BIIC - BpoxxeHHBIH Topok cepara, 9xoKI - axoxap-
muorpadus, JOK - et xemymouek, AAT - aHTHApHTMH-
YyecKas Tepanms
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157,9+£23,78 ya/mun (Me 157,5; ot 126 mo 209), munu-
ManbHas - 111,4439,25 yn/mun (Me 112,3; ot 59 no 181),
MaKcUMaJbHas - 256,7+35,84 yn/mun (Me 249, ot 200 mo
288). V 8 nmaumenrtos cpenusist YCC npebimana 75 nep-
LEHTWIb JJIs1 JaHHOTrO BospacTa [15, 16], makcumanbHas
YCC y 13 nanueHToB npeBbiniana 235 ya/MuH.

Y 7 (46,7%) nauneHToB OBUTM 3aperHCTPUPOBAHBI
n3MeHeHus 1o qanHbeiM DXoKI' B BUJIe CHUOKEHHMST COKpaTH-
TEeJILHOM criocoOHOCTH JieBoro xerynouka (JIK) (ppaxums
BeIOpoca (PB) JIXK ot 37 o 55%), y 3 (20% umena mecto
JIIaTanus npencepauit (z-score >2). Jlunaramyst JeBoro
JKEITyJJ0uKa He Oblila 3aperucTpUpOBaHa HU y OJHOIO Ma-
uuenta (KIAP JDK z-score - 0,28+1,19, meaunana - 0,49).
[To nanubIM KOHTpONBHBIX DX0KI' mpu BBITTUCKE, a TAKKE
4yepe3 Tojl CTaTUCTUYECKH 3HAYMMOTO M3MEHEHHS pazMe-
poB JIK Taxke He ormeuanocs (p=0,77 u p=0,18 cooTBeT-
CTBEHHO). 3HAUMMOW pETypruTalii Ha aTpPUOBEHTPHKY-
JISIPHBIX KJIarmaHax He Obuto (Tadm. 3). [Tpu koHTpOoIIe Yepe3
roJl y Bcex marnueHToB nokasarenu OxoKI' Haxomumuch B
npejienax HOPMBL. YUHTBIBas PETPOCIICKTUBHBIN aHaIIN3
JIAaHHBIX, TOCTOBEPHO OLICHUTH CTENEHb JMACTOIMYECKON
JCYHKIH HE IPE/ICTABISIIOCH BO3MOXKHBIM.

IIpu cpaBuenun napamerpoB DKI" u OxoKI' B rpym-
Tax MalyueHToB CO CTPYKTYPHBIMH 3a00JIEBAHUSIMU CEpALIA
n 0e3 HUX, B TPyNIIax MalHeHTOB C BHYTPHYTPOOHBIM Jie-
OIOTOM apUTMUH 1 C 1€OFOTOM ITOCIIE POXKJICHHUS, B TPYyTIIaxX
MAIMeHTOB ¢ Je0I0TOM apuUTMHH B Bo3pacte < | mecsua
n > 1 Mecsa, a TakKe B IPyIIe MaHeHTOB, POAUBIINX-
Csl B CPOK I10 CPaBHEHHUIO C HEJIOHOIICHHBIMHU JIETBMU HE
MOJIyYEHO CTaTUCTUYECKH 3HAYMMOW pa3HHIbI 3HAYCHHN
cpeaHecytouHoit 1 MakcuManbHoi YCC, pa3mepoB Ka-
Mep cep/la U COKPaTUTENbHON CIIOCOOHOCTH MHOKapna
(p>0,05).

[Tokazarenn craHzapTHOro 1abOpPaTOPHOTO MOHH-
TOpHUHTa (KIMHUYECKUI aHallu3 KPOBH, OMOXMMHYECKHN
aHaJIM3 KPOBM C ONPEJIEIICHHEM YPOBHS JIEKTPOIUTOB),
TUPEOWIHBIN CTAaTyC Y BCEX MAIMEHTOB OBLIM B Ipejesax
pedepencubix 3HaueHuid. YpoBeHb NTproBNP (nopma
0-125 nr/mun) ObLT OTIpesiesicH y 9 MAIlMeHTOB U ObLT MOBHI-
e y 7 u3 Hux (ot 370 mo 13003 nr/mut, Me 1263,2 mir/mun),
IIPU KOHTPOJIE B IMHAMHKE OTMeYaiach HOpMaJIu3aIys 1o-
Kazarens, a y | MalueHTKH ¢ JUIMTEIbHO CYIIECTBYOLICH
aputmueil gepe3 2,5 rona, HaoOOpoT, noBslmeHue (87,2
—242 ur/mi). Y 3 NalKMeHTOB ¢ MOBBINICHHBIM YPOBHEM
NTproBNP orcyTcTBOBanu mpu3Haku peMOAEIMPOBAHUS
MHOKap/ia M CHWXXEHHs COKPAaTHTENILHOH CHOCOOHOCTH
MHOKapza 1o naHHbM OXoKI, y ocTanbHBIX HE oTMeya-
nock u3MeHeHuni OxoKI -nmapameTpos, a B CBOIO ouepesb, y
2 manueHToB ¢ HopMalbHBIM ypoBHEM NTproBNP umenu
mecrto npusHaku TKMIL. ¥V 11 nanuenToB ObL1 onpeseseH
ypoBeHb TpornonuHa I (Hopma 0,03 Hr/miT), KOTOPBIH OBLIT
noBeIeH y 5 (45,5%) w3 vux (ot 0,04 no 0,2 ur/mi, Me
0,05 Hr/mi), mpu KOHTPOJIC B JUHAMHUKE y BCEX OTMEUa-
Jlach HOpMaJIM3alysl JaHHOTO Moka3arens. YpoBeHb KOK-
MB 0Ob11 onpenenieH y 13 u3 15 manueHToB U OBbLIT MOBHI-
meH y 12 (92,3%) u3 nux (ot 30 no 136,9 Ex/n, Me 56,45
En/n), y Bcex Ob1 omnpeseneH yposerb ACT, moBblmeH y
8 (53,3%) nmaruenTos (ot 45 1o 66 En/n, Me 53,5 En/x).

AAT nonyuanu 14 (93,3%) neteii. Y maruenra, Ko-
Topomy AAT He HazHauanach, OTMEUAJICS CIOHTAHHBIM
perpecc apuTMHHM K MOMEHTY IE€PBOTO CTal[IOHAPHO-
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Huousudyanvnaa xapaxmepucmurka RAyUEHmos ¢ Xaomuueckoil npedceponoil maxuxkapoueil

Tabnuua 3.

Ne | ITon | Bospact* ApHTmia YUCCcp | UCCmakc Abeppaius | [lpyras | ®B JIK HIponomkurentHocts
Bly QRS apurmust | (%) | XIIT (mec.) | AAT (mec.)

1 K 21 c.ox. na 181 288 na TIT 50 7 15

2 M 1 c.x. na 141 236 na TII 73 7 7

3 M 1,5 mec HET 126 246 HET HET H/I 8 20

4 M 3 Mmec HET H/1 H/1 na dIT 61 1 0

5 K 2 mec HET 159 302 na HET 55 1 12

6 M 1,5 mec HET 150 245 na TII, ©I1 58 6 15

7 K 2 mec HET 134 249 na HET 51 4 4

8 M 21 c.oxk. HET 170 249 HET TII 58 5 9,5

9 K 8 Mec HeT 132 240 HET HET H/I 97 97
10 K 1,5 mec HET 156 200 Ja HET 56 3

11 xK 1 cox. na 149 255 Ja TII, ®IT 79 3

12 K 1,5 mec HET 180 250 na TII, OIT 55 5 7

13 K 1 c.ox. a 209 250 HET HET 48 7 26
14 M 6 mec HET 166 270 na HET 37 15 18
15 M 3 mec HET 133 236 na TII 54 4 9

[Tpumeuanue: * - peructpany apuT™MuH, B/y - BHypuyTpooH0, YCCcp 1 UCCMakc - cpequss 1 MaKCHUMallbHasl 4acToTa
cepaeunbix cokpamienuii, ®B JIK - dhpaxuus BeiOpoca jgeBoro xemynouka, XIIT - xaoTudeckas mpeacepaHas Taxukap-
musi, AAT - aHTHApUTMHYECKAs Tepams, C.K. - CyTKH ku3Hu, TI1 u @II - Tpeneranme u GUOPHILIALINS TIPEICEPIHiA

Ilamonozus, 6v146/1€HHAA Y NAUUEHRMOG C XA0OMUUECKOU RPEOCEPOHOI maXuKapoue

Tabnuua 4.

Ne | TTon BeolsiBIeHHAs TATONIOTUSA

1 K ATOonu4eckuil AepMaTuT

2 M TyGeposHblii ckiIepo3, paboMHOMa PaBOTO MpeICepaAns

3 M AyTOCOMHO-ZIOMHHaHTHas1 00JIE3Hb MOYEK

4 M BHyTpuyTpoOHast ”H(EKIHUS ¢ ITOpaKESHUEM JIETKHX, JIETOYHOE KPOBOTCUCHHUE

5 x Henonomennocts 32/33 nenenn, 3-s1 u3 tpoitau, [TIIIIHC, BHyTpIsKemygodkoBoe KpoBoTedeHne 1 crere-
HH, CHHAPOM JIbIXaTeJIbHBIX PACCTPONCTB

6 " ToTanpHBII aHOMAIBHBIN IPEHAX JICTOYHBIX BeH, HHPpaKapIHaIbHEIHA (B V. portae), IedekT MexIpeacepa-

HOH NEPEropoJIKH, Omeparys Ha 34 C.K., IByXCTOPOHHSIS THEBMOHUS, BBICOKAs JIETOUHAs! THIIEPTEH3US
7 xK B 1 mMecs1l 1akpruOIUCTUT, KOHBIOHKTHBUT, TICEBAO(YPYHKYI IPaBOH BUCOUHOM 00IacTi
TpaHCcno3uIMsl MaruCTPaNIbHBIX apTepuil, 1eeKT MEKIKETYI0UKOBOH MEPEropoIki, KOApKTaIus a0pThI,

8 M | OTKPBITOE OBaJBbHOE OKHO, OTKPBITHII apTepHaIbHBIN IIPOTOK, ONEpalys Ha 6 C.)K., B paHHEM 11/0 Tepuoje
aTeseKTa3 BepXHEH JJ0IH JIeBOTO JIErKOro

9 xK OcCTpBIif MHOKapIUT

10 | x Her

11 xK Her

Henonomennocts 36 Hen, 2-1 U3 IBOMHM, BUPYC IpocToro repreca 1, 2 tumna, 1e(exT MexKeTya0uKoBOi
12 | x | meperoponku, oTkpbIToe oBanbHOE okHO, [ITTITHC, runepOunupyornHeMus 278 MKMOIIB/JI, Kapauodanno-
KyTaHEeaNbHbIA CUHIPOM 1-ro Tuna
13| x Henonomennocts 34 ven. [IMIIHC, nedekr MexmpencepiHoii neperopoaku (reMoanHaMU4eCKn He3Ha-
YUMBIif), aHeMUs
14 " Anemus, runepounupyounemus, Tpomoornuronenus, [IIITHC, nreauddepeniupoBannblii reHeTHYECKUI
CHHIIPOM
15 | m | Hemonomenunocts 35/36 nex, IIIIIHC, octpas pecrimpatopHast BUpycHast HH(EKITS, aHeMHs, TeMaHTHOMa

IIpumeuanue: [IMIHC - nepuHaTanbHOE MOpakeHUE LHEHTPAIBHON HEPBHOW CHCTEMBI
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OPUT'MHAJIBHBIE UCCIIEJJOBAHM A

ro obcnenoBanusi B Bo3pacte 3 mec. OnpeensroniMu
(axropamu 1o BeiOopy AAII mis crapra tepanuu ObutH:
ocobenHocTH (apmakoknHeTuky, DxoKI kaprtuna, I0-
CTyHnHOCTh npemnaparoB. B kauectBe AAT wucnons3oBa-
JUCh B-aapeHo0I0KaToph! (Tporpanoion), npenaparsl 1C
knacca (nponadenoH, ¢uexannun), npenaparsl 111 kimacca
(amMHOIaPOH BHYTPUBEHHO U PEr 0S, COTAJION), & TAKKE K-
TOKCHH KaK B MOHOTEPAIINH, TaK U B Pa3IMYHBIX KOMOMHA-
LUSIX B TEPAIIeBTHYECKUX JO3UPOBKAX, PEKOMEH/I0OBAaHHBIX
JUld AaHHOW Bo3pacTHOM rpymnmbl. ClIOXKHBIN, MHOTOCTY-
neHyarslil myTh moabopa addexrnBHoi AAT y nereit ¢
XIIT npencrasnex B Tadi. 5.

B kauecTBe cTapTOBOW Tepamnuu MPONPAHOION MO-
Jyyanu 7 TalUeHToB, aMHOAAPOH - 6, a JUIOKCHH - 1.
D¢ deKTHBHOCTH MOHOTEpANUK ObLIA OTMEUEHA TOJIBKO Y
2 nmauuenTtos (1 momydyan nmporpaHonon, 1 - aMHOIapoOH).
VY 12 nauneHToB npuMeHsuiach komOuHupoBanHas AAT, y
TPOUX U3 HUX UCIOJIB30BAJIaCh KOMOMHAIUS U3 3-x AATL
C BKJIIOUCHHEM JHUTrokcuHa. He moiyueHo crarnctuiecku
JIOCTOBEPHBIX JTAHHBIX O MPEUMYIIECTBE OJHOW M3 CXEM
neyenusi. Hanbonee vacTo, y 7 manueHTOB, UCIIOIb30Ba-
J1ach KOMOMHAIMS aMHOAAPOH + MPOIPAHOIION, HO AaHHas
AAT He nmoTpeboBaia najibHEHIIICH KOPPEKIMH TOJIBKO y 4
TIAIMEHTOB.

Koneunslit Bapuant AAT npuBesn kK BOCCTaHOBJICHUIO
YCTOWYMBOTO CHHYCOBOTO PUTMA (T. €. KOHTPOIIIO pUTMa)
W TIOJHOMY IMOJABJICHHIO SKTOMHMYECKOW aKTHBHOCTH Ha
MOMEHT BBIITUCKH TOJNBKO y 4 (28,6%) naumentos. Y 10
narueHToB (71,4%) Tepamus ObUIa HETOCTATOYHO P PeK-
TUBHOM, y 5 ObUT JOCTUTHYT KOHTPOJIb YaCTOTHI PUTMA CO
camxenneM cpeanecytounoit YCC Gonee, uem Ha 15% (ot
17,6 no 30,1%), y 3 manueHTOB OTMEYaJOCh CHUKEHUE
cpeanecyrounoit HCC Taxukapauu MeHee, ueM Ha 15%, y
1 - Tpanchopmaryst XpOHUIECKON TaXUKapAUH B TOCTOSTH-
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HO-BO3BPATHYIO U y | manueHTa perucTpupoBajcs CHHY-
COBBIIl PUTM C YacTON MPEACEpAHON SKCTPACUCTOIUEH U
15 HeyCTONYMBBIMU MU30/JaMHU NPEICEPIHON TaXUKap U
CO CHMKCHUEM TUIOTHOCTHU apuT™Muu Ooiee, ueM Ha 50%. Y
7 u3 8 nauuentos ¢ coxpanennem XIIT Ha pone AAT npu
BBINTUCKE OBUIM JIOCTUTHYTBI KPUTEPUH HOPMOCHCTOIHMHU
(UCC 126,5+19,9 ya/mun) [15, 16].

VY onHoro pebenka (manueHt 13) mpu BBINKCKE CO-
XpaHsnach AHEeBHas Taxucuctonud co cpegueit HCC 193
ya/MHH. B 1aHHOM KJIMHHYECKOM Cilydae y NEeBOYKH C
BHYTPHYTPOOHBIM JIcOI0TOM apUTMHH HAOIIO/ANach pe-
3UCTEHTHOCTh K IpoBogumoi AAT c passutuem TKMII
¢ nporpeccupoBanuem cumntomoB CH. V pebenka mpu-
MEHSUTUCh IECTh pa3nu4HbiX komMOunHauuid AAT c Obl-
cTpbIM hopMHEpOBaHUEM PEPPAKTEPHOCTH K TPOBOANMO-
My JedeHuto, cpeanecytounass YCC coxpansiiach BbIIIE
200 yn/muH, a nocie ormensl AAII nepen Ha3HaueHHEM
HOBOTO Ipenapara obicTpo gocrurana 230 yn/MuH ¢ npo-
rpeccupoBanremM cumntomoB CH (OK I[[—-®K III nmo
Ross). ITo nanasiM OxoKI' oTMedanocs HapacTaHue cTe-
NICHH JUJIaTaluy MPeICepANN U CHUIKEHUE COKPATHTENb-
HOW criocoObHoCcTH MUokapaa. Ha ¢one 3-komMnoHeHTHON
AAT (mponadenon 15 mr/kr/cytku + amuomapon 5 mr/
Kr/cyTKu (moajepkuBaromas 103a) + nurokcut 10 mMkr/
kr/cytkn) XIIT coxpansinack, HO ynanoch CHU3UTh CPEA-
Hoto aHeBHyto YCK nHa 7,65%, a cpelHIOI0 HOYHYIO
YCXK nHa 36% (UCXK mpu 6oxpcTBoBanuu 193-130-221
ya/muH, YCK Bo Bpems cHa 130-96-201 yn/muH) ¢ yiayd-
IIEHUEM COCTOSIHUS peOEHKa M MOJIOKUTEIEHON AUHAMHU-
kot OxoKI -mapameTpoB (z-score JieBoro npeacepaus 3,8
— 2,8, z-score mpaBoro npeacepaus 3,56 — 1,2, ®B JIXK
o Teitxonbl 52% — 59%). Perpecc aputmMuu u nonHas
Hopmanu3anus IxoKI-kapTuHbl y pebeHKka ObUIM OTMe-
YeHBI B BO3pacTe 4 MecsIeB.

Taonuua 5.
Cxema noobopa u rppekmusnocmy anmuapummuyeckoil mepanuu
Ne OTansl CMEHBI Tepaiy Dddexrus- | AAT uepes
) I II 111 v A% VI VII HOCTb ron
1 Ip o Am Av+Idp | Am+Ip | AMHIp+Ar - K4 IIp
2 IIp AMm Awm+IIp - - - - K4 Am
3 Jr Cr+/Ir - - - - - K4 Cr+Ir
4 AAT He Ha3HaYanach - HET
5 IIp Awm+Ip - - - - - KP HET
6 AM Am+IIp - - - - - K4 HET
7 IIp - - - - - - KP HET
8 IIp AMm Am+IIp | A+ - - - KP* HET
9 Am Ip+Ar | Ip+Ildp | IMp+Ddn - - - K4 [p+dn
10 | Am - - - - - - KP HET
11 AM Am+IIp - - - - - K4 HET
12 IIp AL [p+I1dp Cr Cr+Ir AmHIp+/r - K4 HET
13 Am_ Ar p+/r | Ho+p | Op+HIp+Am [ TIp+Cor | Idp+Ir+Am K4 )
14 IIp Awm [p+Am | +IIp - - - KP* IIp
15| Am [ Am Hp | TIp+Am - - - - KP HET

[Tpumeuanue: Am - amuonapos, Jr - nurokcun, [p - nponpanonou, I1¢ - nponagdenon, Cr - coranomn, @i - gnexkannua,
KP - kouTposnb putma, KUY - KOHTpOIIb 4acToThI, * - CHU)KEHHE IUIOTHOCTH apuT™Muu Oosnee, yeM Ha 50%.
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Nmenu mecto cnoxuoctn nogdopa AAT y nereii ¢
3a00JIEBAHUSIMH CEPALIA U CEPbE3HONW KOMOPOHIHOI maTo-
norueit. Ha puc. 1 npeacrasnensl uamenenust Ha KT Ha
¢done mondopa AAT y neBouku P. (maruent 12). PebeHok
pOAMIICS HEOHOIICHHBIM Ha CpoKe 36 Helelb recTaluu
(marepu 36 net, 1 GepeMEHHOCTb, SKCTPAKOPIIOPAIBLHOE
OIUTOJIOTBOPEHHE, BTOpasi M3 JUXOPHAIbHOW JAMAMHHO-
THYecKoi JBoiHM). [locie poxaeHust TUarHOCTHPOBAaH
BPOXKACHHBIM TMOPOK Cepjla: CTEHO3 YCTbsl aOPThl, MEM-
OpaHO3HBIH Ae(eKT MEXIKETYI0UKOBOH meperopoaku (0e3
MOKa3aHUH K IPOBEICHUIO XUPYPTHUECKOH KOPPEKIIMN).
OOpammanu Ha ceOs BHUMaHHE CTUTMBI JU33MOpHOTeHe-
3a: monepevHas 00po3/ia Ha JIQJ0HAX, KOPOTKas Iies, TU-
NIePTETOPU3M, HU3KO PACIIOIOKEHHBIE YIIHBIC

ORIGINAL ARTICLES

ormeueH y 13 (86,6%) manueHTOB, IUIMTEIBHOCTD CYIIC-
CTBOBaHUS apPUTMHUH y KOTOPBIX cocTaBuia 5,46+3,66 mec.
(Me 5, ot 1 no 15). AAT npoBoauiIack JaHHBIM IalUEH-
tam B Teyenue 11+7,5 mec. (Me 9,5) u Ha ceropHsIIHUN
JICHb UM BCEM OTMEHEHA, JAaHHBIX 32 PELUIUB APUTMUH 1O
pe3ynbTaraM KOHTPOJIBHBIX OCMOTPOB HE MOIy4eHO. Y 2
MAIMEHTOB C MAaToJI0ruei cepana (manueHt 2 - pabJoMHo-
Ma MpaBoro npejacepaus U nanuet 9 - muokapaut) XIIT
coxpansiercsi, AAT mpogomkaercst, TOCTUTHYT KOHTPOJIb
YCXK (naurenpHOCTh HaOMrOAEHUS 7 1 97 MecsIeB cooT-
BETCTBEHHO), OTCYTCTBYIOT Ipu3Haku TKMIL

[To6ounbie 3ddexter o1 AAT Habmomamucey y 1-ro
MaJIbiMKa C TyOEpO3HBIM CKJIEpO30M M PadIOMHUOMON
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yacTasi MpeicepaHas dKCTPACUCTONHSI, B BO3-
pacte 1,5 Mecsna BrepBble 3aperucTpupoBaHa
XIIT, B nanbHeiimem npucoeaunuinuch TII u
OI1. JleBouka MocCienOBATEIbHO TMOTyYaia
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a¢pdeKTa ¥ TONBKO MOCHEIHSSI KOMOWHAnus 6
AAITI (amuonapoH 5 Mr/kr/cyTku (Iogaepxu-
Baromas 103a) + AUrokcuH 10 MKr/Kr/cyTku
+ mpormpaHonon 1,5 MI/Kr/cyTku) mo3Bosnia
kouTposiupoBars YCK, Ha ¢doHe Tepanuu He
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pacuIMpsuINCh KaMepbl cepjla, COXpaHsulach
HOpMallbHasl COKpaTUTEIbHAS (DYHKIIHS MHUO-
kapaa (OB JIXK 68%). B Bo3pacte 6 MecsiieB y
JICBOYKH BOCCTAHOBWJICS YCTOWYHMBBIN HIDKHE-

MPENCEPAHBIN PUTM C MU30/]JaMU CHHYCOBOTO
puTMa ¢ HopManbHOH 1o Bo3pacty HCC. Uepes
1 Mecsir mociie 3Toro ObUTH MOCISI0BATEIBLHO
ormeHenbl AAII: cHavalma JUTOKCHH, 3aTeM
aMUOJIapOH U TMOcie 3Toro mpompanonon. C

Bo3pacta 8 mecsues Aesouka AAT He momyya-
eT. B Hacrosimee Bpems peOeHKy 3 roxa, oHa
HMEeT XapaKTepHbIH /Il TeHETUYECKOTO CHH-
JapoMa (EHOTUI, Pa3BUBACTCS C 3aAEPIKKOiL
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(poct Ha 10 cM HMXKe, YEM Y 310pPOBOM CECTPEI
13 IBOMHH, TOBOPUT HECKOJIBKO CIIOB, XOJHT C
MOAJICPIKKOM ), HO apUTMHS Y Hee HE PeIMIu-
BUDYET. *

JlnmurenbHOCTh HAONIONEHUST 3a Malu-
eHTamu cocrtaBwia 35,9+26,9 mec. (Me 29,
ot 7 no 97). JInUTeNbHOCTh CyIECTBOBAHUS
aputmun: 11,67+23,8 mec (Me 6, ot 1 o 97).
[TponomKUTENPHOCTh MEIUKAMEHTO3HOW Te-
pamuu 16,5+£23,4 mecsues (Me 9,5, ot 3 no
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Puc. 1. dnexmpoxapouozpaghus oeéouxu P. (nauyuenm 12):

a - Ha pone nerppexmusnoit mepanuu (comanon 8 me/ke/cymu) -

Xaomuueckasn npeoceponHas maxukapous ¢ abeppanmuvim npoesede-
HUeM N0 mUuny ROAHBIX 0710KAO J1e60il U nPasoll nodcek nyuka L'uca;
mpenemanue npeocepouil ¢ AMPUOBEHMPUKYIAPHBIM NPOGEIEHUEM

97). He moiy4eHO CTaTHCTUYECKH JOCTOBEP-
HOHM pasHHUIIbl JUTUTETBHOCTH CYIICCTBOBAHHSI
APUTMHHU U MPOJODKUTEIBHOCTH MEIUKAMCH-
TO3HO# Tepariu Npx CPABHEHHUH TAaHHBIX B BbI-
LIEONUCAHHBIX Tpynmnax cpaBHeHus (p>0,05).
K HacrosimieMy MOMEHTY pPErpecc apuTMuH

2:1; 6 - na ghone KomoOUHUPOBAHHOU Mepanuu (AMUOOAPOH+OU-
20KCUHFRPORPAHO/I0T) C KOHMPOILEeM YACHLOMBL HCETYOOUKOBbIX
cokpawenuii na ¢pone XIIT, TIT u @II xaomuueckoii npedceponoi
maxuxapouu, mpenemanus u Guopunnayuu npeocepouil; 6 - Ky-
nuposanue apummuu 6 6o3pacme 6 mec., RPEOCEPOHbII PUMM C
INU30AMU CUHYCOBO20 pUumMA.
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npaBoro npeacepaus (puc. 2a) (mamment 2). Ha done
KOMOWHUPOBAHHOW Tepanuu (aMHOIapOHHTIPOTIPAHOIION)
ObUI TOCTUTHYT yMepeHHbIH KoHTpoib YCIK. Oxqnako ve-
pe3 MecsiI] oclie BBIMUCKU Y peOeHKa, B BO3pacTe 2 Mec,
3adukcupoBaHna croiikas opamukapaus ¢ YCC 60-80 ya/
MUH 32 CYET BBIP&KCHHOTO yrHeTeHus: AB-npoBeneHwus,
COITPOBOXK/IAIOIIASCS CIIa00CThIO, BSUIOCTHIO pedeHka. B
JTAHHOM CJTy4yae HeJib3si ObUIO NCKITFOYUTh HApYIICHUS pe-
JKUMa JI03UPOBaHUs OeTa-aipeHOOIOKAaTOPOB HA aMOyJa-
topHoMm stane. AAT Obiia BpemenHo oTMeHeHa. [To nan-
HbeiM CM OKI, BBIOJHEHHOM 4Yepe3 JIeHb, COXPaHsIach
XIIT Gonpuryto yacTh cyTok (puc. 20), perucTpupoBa-
JIUCh DMM30/1bI OpauKapAny 3a cueT OJI0KHPOBAHHBIX I10-
JTUMOP(]HBIX apHBIX MpeacepaHbix skcTpacucton (UCK
MuH. 55 B MuH) (puc. 2B). bruia Bo300HOBIEHa MOHOTE-
panus amuoaaponoMm Juist koHTpossa YCC.

OnHoil AeBouke ¢ AnUTeNbHO cymiecTByromeil XITT
B Bo3pacte 5 siet 10 mecsiteB (manueHTt 9) ObuU1a MpoBeieHa
TIOTIBITKA PA/IMOYAaCTOTHON abnanuy B YCJIOBUSIX HaBHra-
LIMOHHOTO KapTHpOBaHus. Ha TOT MOMEHT JUIMTELHOCTD
aputMonorudeckoro anamuesa u AAT cocrasnsna 4 roga
2 mecsina. OnHako 3¢ peKra OT HAHOCUMBIX PaHOYacTOT-
HBIX BO3JCHCTBHUH MOJIY4YEHO HE OBbLIO, U, YUYUTHIBAS -
TENBHOCTh omepanuu (213 MHHYT), Jy4eBYIO HarpysKy
(207 mIp), nOKaNM3aLMI0 MHOXKECTBA OYaroB B 00JIacTH
JIETOYHBIX BEH, Oorepaiyst Obuta mpekparieHa. [lamuenTke
ObuTa Bo300HOBIIEHA npexxHsist AAT (mpompanosnon + diie-
KauHMI), OT MOBTOPHOM KaTeTEpHOM adialuy pORUTEIH
JICBOYKH OTKA3AJINCh.

JletanbHBIX MCXOMOB B TPYIIE HAOMIONAEMbIX HAMH
MAIIMEHTOB He OBUIO.

OBCYXJIEHUE MOJYYEHHBIX
PE3YJIBTATOB

[IpoBenenHoe uccaenoBanue nokaszano, yto XIIT ¢
ne0rToM B Bo3pacTe 10 1 roma mpu CBOEBpEMEHHO Ha3Ha-
YEHHOM JICYCHUH UMEET ONIarOTPHSITHOE TCUCHNUE U XOPO-
M TIPOTHO3, HO BBICOKA BEPOSTHOCTH PE3UCTCHTHOCTH
aputmun K AAT, 9To TpeOyeT nCmonp30BaHUs KOMOWHA-
uuu AAIL mnurensHOTO MOAOOpa Tepanuu 1 BEIOOpa TaK-
tuku koHTposst YCK, 9To 1ocTaTouHO 71 PO IITAKTHKI
paszsutust TKMIL.

C yuerom penkoit Bctpewaemoctn XIIT y nereid,
JUTEPaTypHBIC JaHHBIC BKIIOYAIOT OMMMCAHUS SIUHUIHBIX
KIIMHAYECKUX CIY9YaeB MM CTaThbH ¢ HEOONBIINM KOJIHYe-
CTBOM IALMEHTOB - B COBOKYIHOCTH OINKCAaHO OKojio 150
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nmarueHTos [2, 3, 17]. B monasnsroniemM OOJNBITMHCTBE CITy-
yaeB XIIT Bo3HHKaeT B paHHEM JAETCKOM BO3pacTe, MpH-
geM y 90% nereil B Bozpacte 10 1-ro roga, B TOM 4ucie
BHYTpuyTpoOHO B 14-30% ciyyaeB. Okono 40% nereit ¢
XIIT uMeroT CTPYKTYPHYIO MATONOTHIO CepAla (BPOXKACH-
HBbIC TIOPOKU CEpJlla, KapJAUOMHUOIATHH, BHYTPUCEPICU-
HbIe OOpasoBanus), y 14,4% mnonreepxnatorcs PAComa-
TUHU, B OOJice PEAKHX CIIydasX BBIABISIOTCS MYTalldM B
TeHaX, KOAUPYIOIIMX HOHHBIC KaHAJIbI, YTO B AaIbHCHIIICM
MPUBOIUT K PA3BUTHIO JKEITYOUKOBBIX TAXHAPUTMU, OKO-
710 25% MalUeHTOB UMCIOT PAa3JInYHYIO COMYTCTBYIOIIYIO
narojioruto [2, 3, 18]

B Hamiem uccieoBaHUM Y BCEX TAIMCHTOB JCOIOT
APUTMUM 3aPCTUCTPUPOBAH HA MIECPBOM TOIY KH3HH, Tpe-
HUMYIICCTBEHHO B mepBoM monyroauu (93,3%), v 26,4%
aApUTMUS BBISABICHA BHYTPUYTpoOHO. CTPYKTYpHAs MaTo-
JIOTHUs cepAlla umena Mecto y 26,7% nanueHToB. [eneTu-
YECKOC MCCIIC0BAHKE MTPOBOAMIOCEH Y IBYX MAIIMCHTOB. Y
OJTHOM JIGBOYKH B BO3pacTe 2-X JICT MOATBEPIKICH KapaHo-
(arroKyTaHea bHbIA CUHAPOM 1-ro THIIA, OTHOCSIIUICS K
PAConarusim. ¥V apyroro nayeHnra B Bo3pacte 6 MecsIeB
TEHETHUYECKOe HCCIIEI0BAaHUE HE TMOATBEPAMIIO MOJ03pe-
HUC Ha 3a00JICBaHKE U3 TPYIIIBI (PAKOMATO30B.

W3 3kcTpakapIualbHBIX MPUYUH 3HAYUMYIO POJIb B
passutiu XIIT urpaer 6poHXO0NICroYHAas MATOAOTHS (B T.4.
BPOXKJICHHBIC MOPOKHM Pa3BUTHS, WH(EKIMU), TMPH ITOM
BO3MO)KHBIMH MEXaHH3MaMH, 3aIlyCKAIOIIUMU apUTMHIO
SIBIISTIOTCSI: PACIIUPEHUC TMPABOTO TMPEACEPIUS W TOBBI-
IIICHHOE JIABJICHUC B HEM, TUTICPKAITHUS, THITOKCHUS, BhIpa-
0OTKa IPOBOCIAIUTEIIEHBIX ITATOKUHOB, apCHEPTUYCCKast
CTUMYJISIIHSL, @ TAK)KE PA3BUTHE BUPYC-aCCOIIMUPOBAHHOTO
MuokapauTa [2, 5, 19, 20]. OgHako, HOMUMO BBIILICOTTHCAH-
HBIX MEXaHU3MOB, TAK)KE UTPAIOT POJIb AHATOMO-(PH3HOJIO-
THYECKUE 0COOCHHOCTH JIBIXaTEIbHOU U CEPACIHO-COCY/TU-
CTOM CHCTEMBI, B Y4CTHOCTH COXPAaHCHHIE IMOPHOHAIBLHBIX
3a4aTKOB MPOBOAAIIEH cuctembl cepaua [21, 22], Hespe-
JIOCTh JBIXaTeIbHON CHCTEMBI, POCT M Pa3BUTHE KOTOPOI
MPOIOIDKACTCS M MOCe pokacHus pedenka [18, 23]. Vka-
3aHHBIC MPUYUHBI B HEKOTOPOH CTEMEHU OOBSICHSIOT TIpe-
oomaganue XIIT B paHHEM NETCKOM BO3pacTe, a TaKKe
ee TOOPOKAYSCTBCHHOE TEUCHHE CO CIIOHTAHHBIM pa3pe-
IICHUEM M0 Mepe (POpMUpPOBAHUS CEPACYHO-COCYTUCTOM
cuctemsbl y neteit [11, 18]. [lomumo nHaznauenus AAT B
pa3IMYHBIX UCCICIOBAHUSIX ObLIA IMOKa3aHa BaKHAS POJIb
KOPPEKIUU SKCTPaKapAHaIbHBIX MPOOJIEM, KOMIICHCAIHH
CH B neuenuu aputmuu [7-9, 24]. B namewm uccienosa-
HUM TIATOJIOTHS JIIXaTCIIbHOW CHUCTE-
MbI ObLTa BbIsBIICHA Y 33,3% mnarm-
€HTOB, 26,7% NAaIlMeHTOB pPOAUIUCH
HEJIOHOIICHHBIMH, YTO COMPSIKECHO C
HE3PEJIOCTHIO JIBIXaTCIIBHON CHCTEMBI
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Puc. 2. Ixokapouocpagpus(a) u d)pazmenmbt CYmMOUH020 MOHUMOPUPOBAHUS
IKT (6, 6) manvuuxa K., 2 mec, c myboepo3nvim cKkiepo3om u paooomuomoni

OcHoBHOM 3ajaueil mpu Beje-
Huu nanuentos ¢ XIIT sBusiercs mpo-
¢unaxruka passurust TKMII, gacrora
BCTPEUAEMOCTH KOTOPOIl y neTeil mo
JIaHHBIM ~Pa3JUYHBIX aBTOPOB CO-
crapisieT oT 22 1o 60% [2, 18]. [Ipu
BeaeHun nanueHToB ¢ XIIT Mel cToma-
KHYJIHCh CO CJIIOKHOCTSIMH B IOJI00pe
AAT, 00ycI0BICHHBIMH OTCYTCTBHEM

1733}

gu”" "‘fqrxf”

BECTHUK APUTMOJIOT'MU, Ne 4 (106), 2021



32

apdekra U OBICTPHIM HACTYIUIEHHEM pedpaKkTepHOCTH
APUTMUH K IIPOBOJMMOMY JICUCHUIO, o3ToMy v 8 (57,1%)
ManyeHToB Obula BeIOpaHa crparerus kouTpoist YCC, uro
COITIaCyeTCsl ¢ OMBITOM JIPYTHX HccienoBarenei. B nure-
parype OnMcaHo HCIOIb30BaHUE OOIBIINHCTBA U3BECTHBIX
AAII, B TOM 4rcie Ha3HaYeHHE KoMOuHIpoBaHHOU AAT ¢
HCIIONIb30BAaHHUEM 2-X U 3-X IpenaparoB OJHOBPEMEHHO, C
pasnuuHbIMU pe3ynbTaramu [4, 7, 8, 12, 17, 25-27]. Onna-
KO B HACTOsIIIIEeE BPEMsl HET JIOCTOBEPHBIX MOJITBEPIKACHHH
MIPEUMYILECTBAa KAaKOH-TMO0 KOMOWHAIIMKM TpEernapaToB B
neuenun XIIT [12].

B xone namero HaGmrofeHusi OOJBIIMHCTBO Maly-
€HTOB TpeOoBalll Ha3zHa4YeHWss KoMOWHHpoBaHHOW AAT
(85,7%), B ToM umcie 3 (21,4%) U3 HUX C OJTHOBPEMCH-
HBIM Hcnonb3oBanueM 3-x AAIL. Mbl He HaOmonaIM T10-
004HBIX 3(P(HEKTOB OT HCITOTH30BAHUS TAKMX KOMOWHAIIHIA
KpOME OJIHOTO Cllyyasl, OMCaHHOTO BbIe. [Ipu Ha3Haue-
Huu AAT HE0OXOIUMO YYUTHIBATH, YTO (PAPMAKOKHHETHKA
1 (papMakoIMHAMHKA Y JETeH OTIMYAIOTCSl OT TaKOBBIX Y
B3pOCJIBIX: 9TO OCOOCHHO Ba)KHO JUIi HOBOPOXJICHHBIX,
MIOCKOJIBKY CaMo 110 ce0e TPyAHOE MOJIOKO MIJIM MOJIOYHAsI
CMECh, a TaKXe IMOCTOSHHO MEHSIOLIMICS PEXHUM KOPM-
JICHUSI, MOTYT CYIIECTBEHHO BJIMSATh Ha YCBOGHHUE IIpe-
naparoB. Kpome Toro, y ncrnonbs3yembIxX B Halllei cTpaHe
AAII oTCyTCTBYIOT «aeTCKUE» (HOPMBI Il TIPUMCHEHUS,
COOTBETCTBEHHO, UX HEOOXOJMMO T'OTOBUTH B CIICLHAIIH-
3MPOBAHHBIX aNTEKax B BHJIE MOPOIIKOB MJIH JICIUTH yXKe
HMMEIOLIYIOCS JISKAPCTBEHHYIO (POpMY, UTO TaKKe BIIUSIET
Ha MPaBWIBHOCTB 03UPOBKH [22, 28].

[Tpu perpecce apuTMHM MBI IIOCTENIEHHO OTMEHSUIN
AAT, 1 TOJIBKO B OJHOM Cllydae MpH Mepexojie Ha MOHO-
Teparnuio ObLIIO OTMEYEHO HapacTaHHUE MPECEePIHOI IKTO-
MTUYECKOM aKTUBHOCTU (pErucTpaiysi MpeacepIHOi dKc-
TPACHCTOJINH, HEYCTOHYMBBIX NMAPOKCU3MOB ITPEACEPAHON
TaXUKap/uH), B CBSI3M C YEM Teparusi Obuia MPOJIOHTUPO-
BaHa Jio 15 mec.

B Hamem ucciieioBaHUM MBI TaK)Ke OIIEHUBAJIH IPO-
nent cHwkennst YCXK Ha doHe Tepanuu npu OTCyTCTBHH
KOHBEPCHU B CHHYCOBBIH PUTM: Yy OOJBIIMHCTBA MalMEH-
TOB ObLJIa JOCTUT'HYTa HOPMOCHCTOJIUSL, TIPH 3TOM TPOLIEHT
camkenus YCXK cocraBun ot 6,3 1o 30,1%, a B ogHOoM
BBIIICONMCAHHOM CJTydae COXPaHsUIaCh TaXMCUCTOJIHS W
nporeHt camkenus YCK cocrasun 7,65% npu 6oapcTBo-
BaHMU U 36% BO CHE, YEro 0Ka3ajoch JOCTATOYHO /ISl KOH-
TPOJISt KITMHUYECKOM CUTYaIHH.

B cBs3u ¢ HanmMYMeM MHOXKECTBA SKTONMUYECKHUX Oda-
roB paauodacrorHas adnarus npu XIIT ve obnanaer nocra-

ORIGINAL ARTICLES

TouHOU 3(dexTrBHOCTRIO. KapTHpoBaHUEe SKTOIMHYCCKHX
0YaroB 3aTPYAHUTEIBLHO B CBSI3H C MOCTOSIHHBIM H3MEHEHU-
€M YYacTKOB aKTUBallMU B mpeacepausix [19], u conpsixe-
HO ¢ OoJiee UTUTEEHBIM OOJTy4YECHHEM BO BPEMsI OICpaIlnH.
YuuThIBast 3TU (aKThl, @ TAKXKE BEPOSTHOCTh CIIOHTAHHOM
perpeccur apuTMHHU, IPUMEHEHHE JAaHHOTO METOa Y AeTeit
B BO3pacTe JI0 2 JIeT HeleliecooOpasHo. Takxke y MaleHbKUX
JieTell ecTb OrpaHMYEHUs, 3aKJIFOYAOLIUecs B OTCYTCTBUU
MHCTPYMEHTOB U KAaTETEPOB MaJIbIX Pa3MEpOB Ui MpPOBE-
JleHust mpoueaypsl [7, 12]. YV ogHOro U3 Halmx naeHToB
ObUTa TIpOBEJEHA PaMOYacTOTHAs abnanusi B Bo3pacre 5
net 10 mecsueB, OHAKO Mpolieaypa He Obuta AP deKTHBHA,
Bo300HOBNeHa AAT, Ha oHE KOTOPOIT IPH JUTUTEIILHOM Ha-
OJIIONICHNH COXPAHSETCsl YMEPEHHas! TaXMCHCTOJHS, OHA-
ko, orcyTcTBYtOT npusHaku TKMII. Tem He menee, paauo-
YacTOTHAs a0naiusi MOKET ObITh 3(p(EeKTHBHA, B CBS3U C
4eM e¢ MPUMEHEHHE MOXKET 0OCYXKIAThCs MPU apUTMUU C
paszButneM Tspkenoit TKMII, pedpakrepHoii k MenvKamMeH-
TO3HOMY JieueHuto [5, 17, 29, 30].

3AKJTIOYEHHUE

XaoTHdeckas peicepaHast TAXUKaApAus ¢ Je0I0TOM
Ha TIEPBOM TOAY XHM3HU B OOJBIIMHCTBE CIy4aeB MMEET
OnaronpHUATHBIN IPOTHO3 B BUJE pErpecca apuTMHHU U OT-
CYTCTBUSI PEIIU/INBOB.

IIporokonbl Benenus nanueHToB ¢ XIIT momkHbI
BKJTIOUaTh B ceOsl TMarHOCTUKY U JIEU€HHE CTPYKTypHOH
MaTOJIOTHH CEepANla M COIyTCTBYIOIIMX 3a00JIeBaHUMH,
TaK KaK UX HAJIMYHUE MOXKET BHOCHTDH 3HAYMMBINA BKIIAJ B
ApPUTMOTEHE3.

Ha srame mom6opa AAT B OONBITHHCTBE CIIy9YaeB HE
MIPEACTABISIETCS BO3MOKHBIM JOOWTHCS TIOJIHOTO TOAA-
BJICHUS KTOITNYECKOH aKTUBHOCTH, B CBSI3H C YEM MOXKET
OBITH MPUMEHEHA TAKTHKA KOHTPOJISI YaCTOTHI CEP/IETHO-
TO PUTMA, YTO MPUBEAET K CHIDKCHHIO PUCKA PA3BUTHSA
TKMII n MuHEMH3UpYeT MOOOYHBIE A(PPEKTH MeInKa-
MEHTO3HOH Tepamnuu.

[Tpn perncTpanny MOTHOTO MOAABICHUS SKTOIHMYE-
CKOM aKTMBHOCTH, OTCYTCTBUM npu3HakoB TKMII uepe3
3-6 MecsIeB IMeIecoo0pa3Ho MPEeAIPUHIMATh MTOMBITKH
MIOCTENEHHON OTMEHbI aHTUAPUTMHUYECKON TEparuu MOJ
KOHTPOJIEM HHCTPYMEHTAJIBHBIX TaHHBIX.

PexoMeHI0BaHO TPOIOIKUTE JMHAMUYECKOE HAOMFO-
JICHUE 3a TAIMEHTaMH JaXe TO0CNe perpecca apuTMHA 1
TIOJTHOM OTMEHBI TEpaIiH, a TAKXKe 00CYK/1aTh TPOBEACHIE
TEHETHYECKOTO HCCIICIOBAHMS, B CBA3M C BEPOSATHOCTHIO
Pa3BUTHA Y HAX MHBIX apUTMHUN C TEIEHHEM BPEMEHH.
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