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Llenb cTaTbu: npeAcTaBuTh KNMHUYECKOE HabnoaeHe pebeHka, 6onbHoro dheHnnketoHypuei (PKY), c ahbekTuBHO-pecnupaTopHbIMU NPUCTY-
namu (APIT), conpoBoxpaaloWwnMnUcs 3NM3o[amu AAUTENbHON acUCTONNK.

OcHoBHble nosoxeHua. C y4eToM CXOACTBA KUHEMATUKM NAPOKCU3MOB C 3NUAENTUYECKUMU NPUCTYNAMMU U BbIABNEHHOWM pernoHanbHoi anu-
nenTMOPMHON aKTUBHOCTK npoBefieHa AuddepeHLnanbHas AMarHOCTUKA ¢ anuaencuei. Npu XonTepoBCKOM MOHWTOPUPOBAHUM BO BpeMs
npuctyna 3aduKCMpoBaHbl Nay3bl PUTMA NO TUMY «apecTa» CUMHYCOBOTO y3na Ao 15 cekyHa. B xome aByxnetHero HabniofeHWUs BbISBNEHO,
4TO ypoBeHb heHunanaHunHa (PA) yacTo onyckaeTcs HUXE HOPMbI.

3aknioueHue. APl ¢ pnutenbHo acucTonmnein MoryT UMeTh KIIMHUYECKOe CXOACTBO C 3nunenTuyeckumu npuctynamu. Ha doHe HacneacTBeH-
HOro 06MeHHOro 3aboneBaHns BO3MOXHA 06Was GMO3NeKTpuyeckas HeCTabunbHOCTb HEMPOHOB FONOBHOTO MO3ra M NMPOBOAALEN CUCTEMbI
cepaua. CHuxeHne yposHa @A y nauneHToB ¢ PKY MoxeT ObiTb 3BEHOM NaTOreHe3a HelipoKapAMOreHHbIX PacCTPOMCTB.
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Affective-Respiratory Attacks in Children with Phenylketonuria:
Issues of Differential Diagnostics
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Article Objective: provide a case study of a child with phenylketonuria (PKU) having affective-respiratory attacks (ARA), with episodes of
prolonged asystolia.

Key Points. Taking into account the similarity of paroxysm kinematics with epileptic seizures and revealed regional epileptiform activity we
conducted a differential diagnostics to differentiate from epilepsy. Holter monitoring recorded rhythm pauses during the attack under sinus
node “arrest” type up to 15 seconds. The two-year monitoring showed that phenylalanine (FA) level often falls below normal levels.
Conclusion. ARA with prolonged asystolia may have clinical similarity with epileptic seizures. A general bioelectric instability of brain
neurons and cardiac conduction system is possible in association with the hereditary metabolic disorder. FA level decrease in PKU patients
may be a component of pathogenesis of neurocardiogenic disorders.
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OTHOCATCA K MApOKCWU3MaNbHbIM COOBLITUAM HE3NUNeNnTu- 1o 4,7% [1, 2].
YecKoi NPUPOAbI, XapaKTepu3yloTcs, kak npasuno, fo6po- HecmoTpa Ha [OCTaTOYHO LWMWPOKYI PacnpoOCTPaHEHHOCTb
KaueCTBEHHbIM TEYEHMEM M MPOXOAAT C BO3PacToM. Yactota | pgaHHbIX HapyleHui, stnonorus AP [o HAcToOsAIWEro BpeMeHu

ﬂ tdekTnBHO-pecnupatopHble npuctynel (APM) y peteit i BcTpeyaemoctu APl B feTckoit nonynsuun apbupyet oT 0,1%
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oCTaeTcA NpeAMeToM AUCKYCCUI. PaccmaTtpuBaloTca Takue 3Tuo-
noruyeckue GakTopbl, KaK 3aepXKa NpoLeccoB MUeanHNU3aLum
B CTBOJIE TOJIOBHOrO MO3ra, XenesofedununTHas aHemus, ucre-
puyeckue peakLuu MAafeHua 1 HapylleHUs B CUCTEMe B3aUMO-
OTHOLWEHWIA «MaTb — [UTA» KaK CNeAcTBMe MOBbIWEHHOW Tpe-
BOXHOCTW M XPOHUYECKOro cTpecca matepy [1, 3, 4]. Bepywum
3BeHOM natoreHe3a API sasnsetca pgucbanaHc BeretatMBHON
HEpBHOW CUCTeMbl C MpeobnajaHueM ToHyca mapacumnaruye-
CKOro otaena npu npuctynax GiefHOro TMna U CUMNaTUYecKo-
ro — NpW NPUCTynax LMaHOTUYECKOro TUna.

B kayecTBe (akTOpPOB, NPOBOLMPYIOWMX KIUHUYECKYIO CUM-
nTomatuky API, BbICTynakT ucnyr, 601b, CTpax, FHEB, HEJOBOJb-
ctBO, hpycTpauus [1, 5].

B npakTuke Bpaya-HeBponora akTyasbHbl BONPOCH Anc-
thepeHUManbHON AnarHoctTuknm Hekotopbix APIT ¢ 3nunentu-
YeCKUMW NpucTynamu y feTeit paHHero Bo3pacrta. 1o AaHHbIM
C.0. AitBassiHa, y 6,2% peteit ¢ APT 6bi1 0WUOOYHO YCTAHOB/EH
LMarHo3 anunencum [6].

APM, no HabniofeHuam pspa uccnegosateneir, B 9,42%
CNly4aeB COMPOBOXAANUCH FEeHepann30BaHHbIMU CyAOPOraMu
C npeo6nafiaHMeM KINOHUYECKOTO KOMMOHEHT], 6onee Yem y 15%
peteit ¢ APT1 pernctpupoBanacb anunenTMopmMHas akTUBHOCTb
Ha 3. Onucanbl API c aTUNWYHBIM TeYeHWUeM, Npu KOTOPbIX
OTCYTCTBOBAJI Pa3fpaxuTeNb, C pa3BUTUEM anHO3 6e3 npepfLue-
CTBYIOLLEr0 KPUKa, TOHUWYECKUMK CYAOpOramMu, CIIOHOTEYEHUEM,
HENpPOM3BOJIbHBIM MOYEUCTyCKaHuemM [2, 4].

[na kapanonoros AaHHbIA CUHAPOM NpeAcTaBAseT MHTepec
B CBA3M C ONWUCAHMAMM Cy4aeB PasBUTUA Yy TaKUX OONbHbIX
napoKcu3ManbHoi GpagMKapAnn U acUCTONUN NPOLOIKUTENb-
HoCTblo A0 40 cekyHA, noTpeGoBaBWMX NpoBefeHUs cep-
Le4YHO-NeroyHoin peaHumauun [5, 7]. WUmetotcs efuHUYHbIE
VKa3aHua Ha BHE3anHyl CMepTb JeTeil B MOMEHT LMaHoThYe-
ckoro APTl, kak npaBuno, pa3BuBluyloCA Ha (OHe opraHuye-
CKOTO MOpaXeHWUs rofIOBHOTO MO3ra W AblXaTesbHbIX nyTeit [5].
Ocobblit MHTepec npenctaBnset fauarHoctuka APIM y peteii
C pe3nayanbHO-opraHNyeckuM Nnopa)keHnem rojoBHOrO0 Mo3ra
u meTabonnyeckumu paccrtpoiicteamu. Hamu npepctaBneHo
KNnuHUYyeckoe Habnwogenne API y peGeHka € (eHUNKETOHY-
pueit (PKY).

KNNHUYECKUW CNYYAHN
Jesouyka H., 3 net, Bnepsble NOCTYNUAa B KNMHUKY B BO3pacTe
1 roga 9 MecsAues B CBA3U C PeLUAWBUPYIOWMMU NPUCTYNA-
MW NOTEpU CO3HAHWA, KoTopble Habnwpanuce ¢ 10 mecsues.
B GonblumHcTBE Cnyyaes NpUCTYNbl NPOBOLUPOBANUCH OTPH-
uarenbHbiM athdeKToM, MOMM BO3HMKATb Kak Ha (oHe nnaya,
TaK 1 6e3 Hero. bW anu3opbl NPoBOKaLMK NpUCTYNoOB Gonblo,
OTAENbHbIE NAPOKCU3Mbl BO3HUKANU GE3 BUAMMBIX MPUYMH.
MapoKcu3mbl NpoTeKanu B BULE OCTAHOBKM AblXaHUs, 3aKa-
TbIBAHUS 133, TOHNYECKOTO HANPSAKEHUs KOHEYHOCTEN C nocne-
pylowum nagexuem. OTgenbHble NPUCTYNMbl CONPOBOXAANUCH
HENpoOU3BO/IbHLIM MOYENCNYCKaHMEM W 3aBepLIanuch NocTnpu-
CTyNHbIM cHOM. OnucaHbl fBa 3NMU304a TOHUYECKOro Hanpske-
HUA KOHEYHOCTEM, BO3HUKLIMX B HOYHOE BpeMs Ha (oHe nnava.

OpMH NpucTyn pa3BuiCcA B BaHHOW BO BPeMA KyNaHWs, npu 3ToM
LEeBOYKa 3aniakana, 0bmMakna v ywna nog sogy. 4actora napok-
CM3MOB cocTaBnsana ot 1-2 pa3 B Hepgento Ao 1-3 pas B feHb.

Jesouka ctpagaet ®KY ¢ ugeHTMdULMpPOBAHHOW MyTaumeit
R408I// B roMO31roTHOM COCTOAIHUM W HAaXOAWUTCA Ha cneuuanu-
31pOBaHHOII fueTe.

AHamHe3 Xu3HU: pebeHOK OT nepBoii GepeMeHHOCTH, Npo-
TekaBlel 6e3 ocobeHHocTedl. Poabl B cpok. Macca Tena npu
poxpeHun — 3630 r, oLeHKa no wkane Anrap — 8/9 6annos..
KoHueHTpauus deHunanaHuHa (PA) B KpoBM NpuM MacCcoBOM
CKpuHuHre — 28,9 Mr%, Ha3Ha4yeHa cneuuanu3MpoBaHHasn
Oueta. B TeyeHue mecsla nocne poxpeHus KonebGaHus ypoBHs
®A cocrasnanu ot 11,9-12,0 o 15,2-28,8 Mr%, nocne Ha3Haye-
HUA OWeTbl OHW Haxogunuck B npepenax 0,4—6,6 mr%.

B nepuoa HoBopoxpeHHocTM y pebeHka Habnopanuch
rMnepeo3bynMMocTb, GECMOKOMHBIA COH, YacTble CPbIrMBaHMA.
MoTopHoe pa3BuTue cooTBeTcTBOBano Bo3pacTy. OTmeuyanach
3afiepXKka (opmMupoBaHWA 3KCNpeccuBHOW peun: B 1 rof
9 MecsLeB ieBOYKa nponsHocuna 5-6 cnos.

HacnencTBeHHOCTb N0 3nuiencuu He oTaroleHa. B Bospacte
1 ropa 9 mecsueB pebeHOK 6Gbl NPOKOHCYNLTUPOBAH 3MUIENTO-
norom. Ha MOMeHT ocMOTpa: AeBOYKA Kanpu3Has, Naoxo BCTy-
NaeT B KOHTAKT C BPauyoM, runepakTupHas. B HeBponornyeckom
cTaTyce: yepenHele HepBbl 6€3 BUAMMOIA NaToN0rMK, yMepeHHas
MbILIEYHAA TMNOTOHUS, OXKMBIEHUE CYXOXMIbHbIX petneKkcos.

33l-BNEOMOHMTOPUHT B TeYeHMe Tpex Yacos: Ha 33T 6oap-
CTBOBaHUA — ymepeHHble anddysHble obwemo3rosslie n3me-
HEHWA C NepuofuyeckuM 3ameaneHuemM (pOHOBON aKTUBHOCTY
B NpaBoii 106HO-LeHTpanbHOi o06nactu; B 1-it u 2-it cTagusx
CHa Ha OTAeNbHbIX PparMmeHTax 3anncu 3aperucTpupoBaHa efu-
HUYHasA 3aNuUNenTUOPMHAA aKTUBHOCTb (KOMMIEKCHl «OCTpas —
MeAneHHas BOMHA») B JOGHO-LEHTPaNbHO-BUCOYHbIX 061acTAX
C NnepeMeHHO aKLeHTyalnel No CTopoHam.

MPT ronoBHOro Mo3ra: 04aroBbix U AU DY3HbIX U3MEHEHMWIA
BeLecTBa roIOBHOTO MO3ra He BbISBIEHO.

MpeaBapuTenbHbIA [MArHo3: cuMnmomamuyeckas ¢oKasb-
Has 3nusencus Ha ¢oHe (heHUIKemOHypuu; Heobxodum dug-
epeHyuansHelli duaeHo3 ¢ aggekmusHO-pecnupamopHsIMU
npucmynamu cMewaHHo20 munda.

C yyeToMm KMHEMATUKM NPUCTYNOB U AaHHbIX I3[ Obina Ha3Ha-
yeHa Ba/ibMpoeBas KWUCNOTa C NOCTeNeHHOW TUTpauuen Lo3bl
po 20 mr/kr/cyt. Ha ¢oHe ee npuMeHeHUs MNONOXKUTENbHON
LMHAMUKM He 0TMeYanoch. MpucTynbl NpOUCXOaNIN eXeAHEBHO
(1-2 pasza B fJeHb). BblfiBNEHO He3HauuTeNbHOE MOBbIWEHWE
YPOBHeil CbIBOPOTOYHbIX thepmenToB: AJIT — po 1,13 mkkat/n;
ACT — po 1,24 mkkat/n. Mpu Y3U 6ptowHoit nofoctu o6Hapyxe-
Hbl NPU3HaKW YMEPEHHON renaTomeranuu, xonecrasa.

MpoBeaeH HOYHOW IIT-BUAEOMOHUTOPUHT, B XOA4E KOTOPOro
TUNUYHAA 3nunenTudopMHas akTUBHOCTb HE perncTpupoBa-
nacb. YTpoM BO3HWK MPUCTYN nnaya c nocnepytoweii notepen
CO3HaHWA 1 obmakaHueM. Bo Bpems npuctyna anunentudopm-
Has aKTUBHOCTb OTCYTCTBOBANA.

Pe3synbrathl Kapguonoruyeckoro uccnegosanua: IKM-putm
cuHycoBbli, perynapHbiil; YCC — 113 yn/MuH.; nonoxeHue
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3NeKTpUYeCKoil ocn ceppaua HopmanbHoe. 3xo-KI-npusnaku
OTKPbITOrO OBaNbHOTO OKHAa C reMOAMHAMUYECKW He3Hauu-
MbIM WYHTUPOBAHWEM W [UaroHasnbHoi Tpabekynbl B NONOCTH
N1eBOro XenyAaouyka, HefoCTaTO4HOCTb MUTPANbHOrO KinanaHa
1-i1 cTtenenu.

XontepoBckoe MoHuTOpupoBaHue 3KI: puUTM CUHYCOBbIN;
YCC cpepHas pHeBHas — 127 ya/MUH., CPefHAA HOYHas —
88 yn/MuH., MakcumanbHas (akTUBHAA Mrpa) U MUHUMaNb-
Has (coH) — 166 v 72 ya/MUH. COOTBETCTBEHHO. JKTONMYecKas
CynpaBeHTPUKYNAPHAA aKTUBHOCTb — 18 MOMMTONMHbIX 3KCTpa-
CUCTON. JKTOMMYECKAs KeNyaouKoBas aKTUBHOCTb — 1 3KCTpa-
cuctona. Cemb nay3 putma Bo Bpems (U3NYECKON aKTUBHOCTH.
ectb ocTaHoBOK cuHoaTtpuansHoro (CA) y3na: makcumanbHas
naysa 11,8 cekyHabl (MpUCTYN NOTEPU CO3HAHUA C TOHUYECKUM
HanpsXeHMeM KOHeYHoCTei), nay3a 4,5 cekyHabl (Hegomora-
HUe), oCTanbHble naysbl OT 2,3 A0 3,4 ceKyHAbl (M3MeHeHwi
B CAMOYYBCTBUW HE OTMEYEHO).

Mocne oTMeHbl BanbNpPOEBOW KUCAOTHI MPU XONTEPOBCKOM
MOHWUTOPMPOBAHUMW MOAYYEHbI CefyiolWne JaHHbIE: PUTM CUHY-
coBblit; YCC — 57-189 yn/MuH., cpegHsas YCC B Hopme. Houblo
3aperucTpupoBaH OAMH 3NU30[ aTpUOBEHTPUKyNspHoit (AB)
6nokapbl 2-it cTeneHn 1-ro TMna, Ha GoHe nnayva 3acdukcmposa-
Ha ocTaHoBKa CA-y3na. lMepea nay3oit 0TMeYaNnoCb 3HaYUTENb-
Hoe yBennyeHne YCC — po 143 yo/MuH., 3aTeM pUTM 3aMea-
auncsa po 64 ya/MuH., BO3HWKNA nay3a 3 CeKyH[bl, NMPOM30LWI0
O[IHO COKpalleHune, 1 3@ HUM nocnefosana naysa 12,4 cekyHAbl
(B obueit CNOXHOCTM ANUTENbHOCTb OCTAHOBKM COCTaBWna
15,4 cekyHpbl) (puc. 1).

Kapavonorom noctaBneH auarHos: aggexkmusHo-pecnupa-
mopHble npucmynsi 61e0Ho20 muna (80 8pems npucmyna
nayssl pumma no muny «apecma» CUHOAMPUGTbHO20 Y3714
00 15 ceKkyHO),; heHuUKemoHypus.

Bbino peweHo Bo3aepkaTbCA OT MMMAAHTALWM 3NEKTPO-
KapauocTUMynaTopa M CnefoBaTb BbKWAATENbHON TaKTUKe.
B HacToslee Bpems uMeeTCA NONOXWUTENbHAA [AUHAMUKA:
yactota npuCTynoB coctaBnfsetr oT 1-2 pa3 B MecAl [o
OAHOro pasa 3a 2 MecAluad; NPUCTYNbl KPaTKOBPEMEHHble —
B0 4—5 CeKyH[, NPOBOLMPYIOTCA HEraTUBHbLIM apdeKkToM unu
HeynoBNeTBOPEHHON noTpebHoCTbI0. [leBouka npuHUMaeT

Puc. 1. PeayapTaTsl XOATEPOBCKOIO MOHHTOPUPOBAHHA
OKI" manmertsn H. Bo Bpems addexrusuo-
pectparoproro npuctyma. [layssr purma 1o Tary
«apecTa» CHHOATPHAABHOTO y3Aa AO 15 cexyna. Donzo
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nupauetam (pacTBop) Kypcamu, neBokapHUTUH 30%, nponpa-
HOMOM B CYTOYHOMW A03e 8 Mr.

Ona oueHkn ponn OKY B npouCXOoXAeHUM CUMNTOMOB
y pebeHKa B TeYeHue fBYX NET HabIOAEHUs NPOBOAUNCS AMHA-
MWUYecKuit aHann3 konebaHuii yposHa ®A B kpoBU. bbin BhIsB-
NleH WHTepecHbI haKT: 3Ha4YeHWsA AAHHOrO MoKasaTens 4acTo
He [OCTUTanM HUXKHeR rpaHuLbl HOpMbl (KOPMAOP HOPManbHbIX
3HayeHnt — 2-6 Mr%) (puc. 2).

OBCYXAEHUE

Ha nepBom 3Tane ycTaHOBNEHWs AMarHo3a fesovyke ¢ OKY
BO3HWKJIM CNOXHOCTU B fuddepeHLnanbHoit guarHoctuke AP
6nenHOro TMNa M 3MUAENCUU, @ Ha 3Tane NOCTAHOBKW Kapauo-
JIOrN4YecKoro auarHosa — APl 61eAHOTO TUNA M APUTMOTEHHbIX
0O6MOPOKOB C pelleHnem Bonpoca 06 MMnnaHTaLm1m 31eKTpoKap-
auocTumynaTopa.

Y nauueHTKM OTMeyeHO atunuyHoe TeyeHue APTl: Hanuuue
TOHWYECKOTO CYLOPOXKHOrO KOMNOHEHTA B CTPYKType NpucTyna,
HEnpou3BOJIbHOE MOYEUCNYCKAHME, @ TAaKXKe OTCYTCTBUE B HEKO-
TOPbIX CAYYasx ABHOTO NpoBouupyolero daktopa. Kpome toro,
y eBOYKM Habnwpanuch 3afepxka GOpPMUPOBAHUA 3KCMpec-
CMBHOW peyl, BblpaXKeHHas runepeo30byAMMOCTb U 3MOLMOHANb-
Has nabunbHOCTb. B monb3y AuarHosa anunencuu cBuaeTenb-
CTBOBANa TaKXe PerucTpayus 3nunentuopmMHOi aKTUBHOCTU
BO BpeMs cHa npwu I3M-BMAEOMOHUTOPUHTE.

OTcyTcTBME [OMHAMUKM HA (POHE NPUMEHEHUA AHTUKOH-
BY/IbCAHTOB W pe3ynbTathl nocnepywowmux I3M-uccneposanni,
B TOM yYucie HoyHoro 33M-BMAEOMOHUTOPUHTA, Tpebosanu
panbHeiwero yrmy06neHHOTo KapaMoaoruyeckoro McciefoBa-
HUWA, KOTOPOE BBIABUIO HAaJM4YMe Nay3 pUTMa No TUMY «apecTay
CA-y3na Ha coHe npucTynos.

0OMOpOKM y feTeil BCTPEYAOTCA YAacTO M B MOAABAAIOLEM
GONbLWKHCTBE ClyYaeB UMeoT pedeKTOPHOe NMPOUCXOXAEHUE.
B paHHeM eTcKOM BO3pacTe BCTPEYAOTCA ABa COCTOAHMA:

1) pethneKTopHble CUHKOMAbHbIE MPUCTYNbI (AHOKCUYeCKUue
Cynoporu), Kotopble MOryT GbiTb Bbi3BaHbl KOPOTKOAENCTBYIO-
WMMN HeilpOMeaMaTOPHbIMU TPUrTepamm U 06YCNOBNEHbI UHTU-
OUpYIOLMM BAUSHUEM Ha CEPLEYHbI PUTM NapacuMnaTUYECKoi
HEepBHOW CUCTEMbI;

2) APIl ¢ noTepeil CO3HaHWUA Kak cnepcTeue runonepdysmum
ronosHoro mo3sra [5, 7, 8].

06a cocTosiHMs, KaK npaBuno, COMpoBOXAalTCA (Mau
ObIBAlOT BbI3BAHbI) aCUCTONMEN, B OCHOBHOM KpaTKOBpPEeMEH-
HOW. YacToTa 3nu3op0B acuctonumn (3a cyet kKak AB-6nokapgbl,
TaK M OCTAHOBKM CUHYCOBOFO y3Na) y AeTeN C 3aperncTpupoBaH-
HbIMW CUHKOME, COMPAXKEHHBIMU C aPUTMOTEHHbIMU COOBITUAMY,
3HAYUTeNbHO KoneGneTcs: No AaHHbIM pasHbIX aBTOPOB, OHa
coctaBnset oT 14% po 100% B Hebonblwux BbiGOpKax [7, 8].

Puc. 2. Aunamunka ypoBHs (DCHUAAAAHIHA B KPOBU
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B cTpyKType HapyleHUn 3neKTpUYeCKON aKTUBHOCTU Cceppua
y feTeit B MoMeHT pa3Butus APIl npeobnafaeT ocTaHoBKa
CMHYCOBOIO y3/1a MPOAOIXKUTENbHOCTBIO OT 3 [0 40 ceKkyHA
(82% cnyyaes); nonHas AB-6nokaga 3aperucTpupoBaHa
B 11% cnyyaes [7].

B cutyaumax pauTenbHoi acucTtonunm BO3HWKAET BOMPOC
0 LenecoobpasHOCTU MOCTOAHHOW 3NEKTPOKAPAUOCTUMYNSA-
umuu [9]. C oAHOI CTOPOHBI, 3KCTPEMANbHaA NPOACIKUTENbHOCTL
nays puTMa, CoYeTaloLancs C 06MOPOKOM W LLMAHO30M, CKIOHAET
B M0JIb3Y MOCTOAHHON KAapAWOCTUMYNALWK, @ C PYrON CTOPOHBI,
TOYHO M3BeCTHas NpuyuMHa — Tpurrep obmopoka (addek-
TUBHOE amHO3) U MONOXWTeNbHAsA BO3pacTHas AuHamuka AP
LOMYCKAlOT BO3MOXHOCTb BbIKMAATENbHOW TaKTUKU M npodu-
nakTnyeckoi Tepanun. C yyetom TOro, YTo Jaxe Npu Hannmyum
Ba30BarajbHbIX 0O0MOPOKOB C ANUTENbHON acuCTONUElN CUHLPOM
B OONMbIWMHCTBE CNy4yaeB MMeeT J0OPOKAYECTBEHHOE TeueHue,
B OMMCAHHOM clyyae Obina BbIGpaHa BbiXKUAATENbHAS TaKTHKA.

B npepctaBneHHOM KAMHUYECKOM HabMofeHUM WHTepec-
Ha ponb ®KY, Ha coHe koTopoit passunuch APM. OKY —
HacnefcTBeHHas aMWHOALMAONATUSA, CBA3AHHAA C HapyleHneMm
MmeTabonnsma GA, NpuMBOAAWMM K XPOHUYECKON MHTOKCUKALMUY
u nopaxeHuto LUHC co cHuxeHuem nHTENneKTa U HeBpoaOru-
yeckum geduuntom [10].

B nocnepHee Bpems 6Gonblwoe 3HayeHue B natoreHese OKY
npuaaeTcs obMeHy MOHOAMUHOBbLIX HelipoMeaMaTopoB (KaTte-
XONAaMWHOB U CEPOTOHWHA), UTPAIOLMX BAXKHYIO pOJib B CO3pe-
BaHUM u tyHkunoHuposaHun LIHC. Beicokmit ypoBeHb A
B KPOBW OKa3blBaeT HeraTMBHOE BIMAHME HAa Pa3BUTME MO3ra,
B TO BPeMA KaK HeJoCTaTOYHOE MOCTynieHne B OpraHu3m 3TOM
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N

HE3aMeHUMON aMUHOKUCIOTB MOXET CTaTb MPUYUHON OTpULa-
TE/IbHOr0 a30TUCTOro 6anaHca u [pyrux HapyLweHuid, CBA3aHHbIX
c 06MEHOM HeilpOMEAMATOpPOB M NPUBOASALMX K MOBbILEHNIO
HepBHO-petNeKTOPHON BO36YAUMOCTH.

Ha ocHoBe aHann3a KNMHUYECKOro Cly4as MOXHO BbIABUHYTb
NpeanoNoXeHne, YTo y NaLMeHTKU UMena Mecto obuwas 6uo-
3neKTpuyeckas HecTabuabHOCTb HeMpOHOB TONOBHOMO MO3ra
M NpOBOAALLEN CcUCTeMbl ceppua Ha (oHe HacnefcTBeHHOM
6onesHn obmeHa BewecTs. CHuxXeHne ypoBHs DA OTHOCUTENBHO
HOPManbHbIX NoKasaresneil UrpaeT onpefefeHHylo ponb B naro-
reHese HellpoKapAMOreHHbIX PacCTpoiCTB.
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LenecoobpasHo NpPOBOAUTL XOJTEPOBCKOE MOHUTOPUPOBA-
Hue 3KI.

Y peteit ¢ peHUNKeTOHypueil, 0COBEHHO paHHEero Bo3pacTa,
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HEBPOJIOTMYECKNX U KapAMONOTMYECKUX HapyLLEeHWN.

npu aggpekmusHo-pecnupamopHsIx napokcusmax 61edHo20 u yua-
Homuyeckoz2o munay 0emeli paHHe20 so3pacma. lleduampus. 2015;
94(2): 18-22. [Shkol'nikova M.A., Kovalev I.A., Shkolenko T.M.,
Trofimova T.A., Chernyshev A.A. Rol' asistolii v klinicheskoi kartine
sinkope pri affektivno-respiratornykh paroksizmakh blednogo
i tsianoticheskogo tipa u detei rannego vozrasta. Pediatriya. 2015;
94(2): 18-22. (in Russian)]

8. WkoneHko T.M., Tpogpumosa T.A., lkonsHukosa M.A. bec-
CUMNMOMHAA ACUCMONUSA Y pebeHKa ¢ KapOUOUH2UBUMOPHbIMU CUH-
Kone. Poc. secmH. nepuHamanoauu u neduampuu. 2014; 3: 77-81.
[Shkolenko T.M., Trofimova T.A., Shkol'nikova M.A. Bessimptomnaya
asistoliya u rebenka s kardioingibitornymi sinkope. Ros. vestn.
perinatalogii i pediatrii. 2014; 3: 77-81. (in Russian)]

9. Peguwsunu A.lll., boiyos C.A., fJasmaxn K.B., 3eHun C.A.,
KysHeyos B.A., Kynyos B.B. u op.; BHOA. KnuHuyeckue pekomeHda-
4uu no nposedeHuro 31eKkmpopu3L002UYeCcKUX UCCI00BaHUL, Kame-
mepHoU abAiAyuU U NPUMeHeHUI0 UMNIaHMUPYeMblX aHMuapummuye-
cKux ycmpoticms. M.; 2017. 702 c. [Revishvili A.Sh., Boitsov S.A.,
Davtyan K.V., Zenin S.A., Kuznetsov V.A., Kuptsov V.V. i dr.; VNOA.
Klinicheskie rekomendatsii po provedeniyu elektrofiziologicheskikh
issledovanii, kateternoi ablyatsii i primeneniyu implantiruemykh
antiaritmicheskikh ustroistv. M.; 2017. 702 s. (in Russian)]

10. bywyesa T.B., Buxapckas W.B., YepHukos B.B., boposuk T.3.,
Ky3enkosa J1.M. OueHka kavecmsa xu3Hu Oemel, 60/1bHbIX peHu-
kemoHypuel. BecmH. PAMH. 2014; 69(11-12): 39-45. [Bushue-
va T.V., Vinyarskaya IL.V., Chernikov V.V., Borovik T.E., Kuzenkova L.M.
Otsenka kachestva zhizni detei, bol'nykh fenilketonuriei. Vestn.
RAMN. 2014; 69(11-12): 39-45. (in Russian)] )

34 | Doctor.Ru |

Pediatrics No. 11 (155) / 2018



