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060cHoBaHHe. PeHoBacKynsipHas runepteHans (PBI) — noBbllleHne apTepuasabHOro gaBaeHus, 06yci0BAEHHOE YacTuy-
HOM MM NOJIHOM OKK/IO3UEN OAHOM MK 06EUX MMOYEYHbIX apTepui nam ux BeTBen. 1o JaHHbIM Pas3/inyHbIX MCCAEeA0BaHNH,
cpeau Beex ciydyaeB apTepuasibHOM runepteH3un y aeten B 5—10% caydaeB npu4nHON SBASETCS CTEHO3 MOYEYHbIX apTePUH.
Haunbonee yactbiMu pUYMHaMm CTEHOTMYECKOIO MOPaXKEHUS MOYEYHbIX apTEPUI CYUTAIOTCS aTepPOCKIEPO3 U PUBPOMYCKY-
nsipHas gucraa3uvs. OnucaHue KJIMHUYECKOro cay4as. B ctatbe pacCMOTPEH KIIMHUYECKMI Clly4ak BrepBble BbisBAEHHOM
PEHOBACKY/ISIPHON rMNepTeH3MM Ha GOHE GUOBPOMbILLEYHON AUCTIIAa3UM TOYEYHbIX apTepnil y 6-1eTHEro pebeHKa: 0co6eHHO-
CTU KIMHWYECKOIro TeYEHMSI, 1abopaTopHO-UHCTPYMEHTa/IbHbIX METOA0B UCCAEA0BaHUS 1 Tepanum, BKIOYas aoptorpaduio
M 6a/I/IOHHYK aHrMoMaacTUKY MOYEYHbIX apTepui. 3aKmdeHue. [aHHbin NpUMep SBASETCS WTKCTPaLmMen Toro, Y41o rnpu
OTCYTCTBUU XKanob n SPKMX KIMHUYECKUX CUMITOMOB [MarHO3 PEeHOBACKYJISIPHON apTepuasibHON runepTeH3nmn y pebeHKa
6 neT 4mnTeIbHOe BpeMsl 0CTaBasiCcsl HeyCTaHOB/IeHHbIM. CBOEBPEMEHHOE BbisIBIEHUE NOBbILEHHOro ALy AeTeH, B TOM YuC-
/e MNajluero Bo3pacTta, He TOJIbKO Ha Mpueme y Bpayei-crneymnaanctoB, HO M Npu npoduaaKTMYeCKUX OCMoTpax neamatpa
HeobXxoAMMO A/ PpaHHeNn AMarHOCTUKKU 3ab0/1eBaHUs 1 ONpeaeIeHUs] TAaKTUKU 06C/1eJ0BaHUS U JIEYEHMUS.

KntoyeBble cnoBa: peHOBAaCKy/AsipHas runepTeH3msl, CTEHO3 NOYEYHbIX apTepmi, GUbPOMbILLIEYHas AUCraa3uns, aHrmorpa-
OUs, AeTU, KITMHUYECKMI cayqan
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OBOCHOBAHUE

PeHoBackynsipHas runepteH3us (PBI) — noBblleHMe
apTepuanbHOro aaBneHus, 06yCI0BNEHHOE YaCTUYHOW UAn
MOTHON OKKJIO3MEW OOHOM WM 06EeMX MOo4YeYHbIX apTe-
pui nnm mnx seteen [1]. Mo gaHHbIM pas3nnyHbIX Mccneno-
BaHWW, cpeau BCEX Cllyd4aeB apTepuasibHOW FUMMepTeH3uKn
y neten B 5-10% cny4yaeB NPUUYMHOM SIBASIETCH CTEHO3
noyeyHblx aptepmn [2, 3]. Hanbonee yactbiMM NpPUYMHAMM
CTEHOTUYECKOIO MOPAXKEHWUS MOYEYHbIX apTEPUI CYMTAIOT-
cs aTepocknepos3 n GpubpomycKynsipHaa aucnnasusa [4, 5.
3aKOHOMEPHO, YTO aTEPOCKIEPOTUYECKNE NBMEHEHNS COCY-
0B HETUMWYHbI ANS AETCKOM NONYSLMM U BCTpeYatoTcs npe-
MMYLLECTBEHHO Yy B3poc/bix. PubpoMbILeYHaa AUcnaasus
(®M/[1) — 37O HeaTepocKIepoTUYecKas, HeBocnanuTebHas
apTepuonaTvs, KoTopas MOXEeT MnoparkaTb apTepun BeCex
COCyaAMUCTbIX 6acCENHOB, HO MPEWMYLLECTBEHHO MOYEYHblE
W COHHble apTepuu [6]. DM/ aBnseTca AOCTAaTOYHO PEeAKUM
3ab051eBaHNEM, €ro pacnpoCTPaHEHHOCTb COCTaBNSET 4 Ha
1000 yenoBexK [7, 8], n0aTOMy CBOEBPEMEHHAS ANArHOCTH-
Ka 3aTpyAHEeHa M Ha AMarHOCTMYECKMI MOWMCK MOXKET ObiTb
3aTpayeHo MHOro BpeMeHWu. B aeTckom Bo3pacTe, MOMUMO
GurbpombilevHON ancnnasuun, npuiumHamu PBIC MoryT 6biTb
Ty6EepO3HbIV CKIEpo3, HenpodmubpomaTtol | Tvna, cMHAPOM

MapdaHa, cuHagpom BunbsiMca, KateTepusauns nyno4yHon
BEHbl, CMHLPOM BPOXAEHHOW KpaCHYxU W Apyrne peaxo
BCTpeyvatolmecs 3aboneBaHma U cocToaHus [9—11].
[narHo3 peHOBaCKynsipHOM TUNepTeH3un y pebeHKa
MOXET OCTaBaTbCA HEeYCTaHOBNEHHbIM ANUTENIbHOE BpEMS,
4TO Yalle Bcero o6yc/OBIEHO OTCYTCTBMEM HaCTOPOXKEHHO-
CTV Bpayen neguaTpuyeckmx cneunanbHOCTEN B OTHOLWEHUK
apTepuanbHON rMNepTeH3uMn y AeTen Mnafwero Bo3pac-
Ta W, KaK CneacTeue, HepacrnpoCTPaHEHHOCTbIO U3MEPEHMS
apTepuanbHOro AaBneHns JaHHOM KaTeropuu naLmMeHToB nNpu
OCMOTPE, a TaKKe NO3AHUMU KITMHUYECKUMU MPOSBIEHUAMM.

KNTUHUYECKUX NPUMEP

O naumeHTe

[MpoBeneH pPeTPOCNEKTUBHbIM aHaln3 UCTOPUIA BONE3HU
nauneHTa c Oeb6loToM peHoBacKynspHoW Al rocnutanu-
3MPOBAHHOrO B Kapauonoruyeckoe otaeneHve MAY AIKb
N2 11 v geTckoe Kapaunoxmpyprmuyeckoe otaeneHue NMAY3 CO
«COKB N¢ 1» r. EkaTepuHbypra.

Manbymnk P., 6 neT, NOCTyNun B KapAuMOnorMyeckoe
OTAEeNeHne KpPyrnocyTo4yHoro craunoHapa MAY ANKB N° 11
r. EkaTepuHOypra B HEOT/IOXXHOM MOpsAKe B CBA3MU C BblsIB-
NIEeHHbIM BbICOKMM ALl — 175/130 MM pPT. CT., 6€3 aKTUBHbIX



}ano6. MNpu paccnpoce, Co CNoB poanTenen: pebeHoK naoxo
NEePEHOCUT AyXOTY, KapKyto norogy, ¢ pU3NYECKMMK Harpys-
KaMu CnpaBnsieTcs XOpoLwo, OAbILKK, LiMaHO3a He OTMeYanu,
Kapauanruun, CMHKoMe oTpULaloT.

AHaMHe3 3ab0/1eBaHus.

B peBpane 2019 r. Bo BpeMs NpodunakTM4ecKkoro oCMo-
Tpa B AETCKOM [OLKO/bHOM Y4PEXAEHWM Ha SNIEKTPOKAPAMO-
rpamme (QKI) y pebeHKa BbIiBNEHO NOBbILEHWE GUO3EK-
Tpuyeckon aktneHocTH (B3A) nesoro xenyaoyka (J1XK). boina
peKoMeHOoBaHa KOHCybTauus AETCKOro Kapauosnora.

B mae 2019 r. npn axoKapanorpadmyeckom ncecnegoBa-
HUK (3x0-KI') B AETCKOM MONUKINHUKE BbISBNEHbI MPU3HAKK
runeptTpodun JIXK, nocne yero pe6eHoK 6b11 OCMOTPEH Kap-
anonorom B [OpoACKOM JETCKOM KapAMONOrMY4eCcKOM LieHTpe
(FAKL) MAY AFKb N¢ 11. Ha ocHoBaHuW AaHHbIXx 3xo-KI
Oblna 3anogo3peHa cCMMMeETpUYHasd HEeOOCTPYKTMBHAA Kap-
anomMuonaTns ¢ yMepeHHoun runeptpoduen cteHok JIK, 6e3
06CTPYKLUMMK BbIXOAHOIO OTAena neBoro xenyaodka (BOJIK),
HegocTaTo4HOCTb KpoBoo6bpalleHus (HK) O cT.

B aBrycte 2019 r. No 3aK/O4YEHUIO 3KCNepTHOro Axo-KIr
y pebeHKa AMarHOCTMPOBaAHO HEe3Ha4yMTeNbHOE YTOsNLlEHUE
MeXenyao4ykoBon neperopoaku (MMKI) B cpeaHen Tpetu
(0o 8 MM B MecCTe MpUKPenIeHnsa Xopa), He3dHayuTenbHas
aunatauns nonoctu, chepusaums J1K, nosbileHUe Tpabeky-
napHocTu JIXK, MHOXeCcTBeHHble J06aBOYHbIE XOPAbl 1IEBOr0
wenygouka (OXJ1K).

B Hos6pe 2019 r. Ha NOBTOPHOW KOHCYNbTaLMK OETCKO-
ro Kapguonora yCTaHOBNEH AWMarHo3: runeptpoduyeckas
HEeOBCTPYKTUBHAA aCMMMETPUYHAs KapanoMuonatus ¢ yme-
pPeHHOW NoKanbHoM runeptpodmnen MMKI1, 6e3 o6CTpyKLumH
BOJTXX. HK 0-1 ctaguu, 2 dyHKUMOHaNbHbIK Knacc. And
npoBeAeHNs KOMMAEKCHOro 06¢cneAoBaHnsa ¢ y4eToM YAoB-
NIETBOPUTENBLHOIO COCTOSIHUS M OTCYTCTBMS Kafob pebeHoK
OblnN HanpaBfeH B AHEBHOW CTaLMOHap Kapanonornyeckoro
npoduna MAY ArKG N2 11 r. EkatepuHbypra.

Take B Hos6pe 2019 r. ambynaTopHO 6bIN0 NpoBeaeHo
Y3 no4eK, rae BbIABAEHbI: MUENOKATMKOIKTA3nsa CreBa,
annataunsa BEPXHEN Yalleyku npaBoMn MOYKM, aCUMMETPUs
pa3MepoB NoYeK (JIMHENHbIE pa3Mepbl 1€BOM MNOYKKU 6osblle
HopMbl). C gekabps 2019 r. pe6eHOK B3ST Ha AUCNaHCEPHbIN
y4eT HedPOOroM ¢ AMarHo30M: EBOCTOPOHHSAS KannKonue-

NI09KTa3Ks, KaNnKo3KTa3uns cnpasa. YBenmyeHne paamepos
neBon noyKku. lonyvyan KaHedpoH, aMnaunynbCc-Tepanuio
(CMT) Ha neByto NOYKY.

B aHuBape 2020 r. nepeg rocnutannsaumen B AHEBHOM
Kapamnonornyecku ctaumoHap 6bi1 0CMOTPEH odTanibMONo-
rom. Mpu GyHAOCKONMUM BbISIBNIEHO HapyLWeEHWE COOTHOLWEHMS
Kanunbpa aptepun/BeHbl — 1,5 : 3,5 (apTepumn Cy>KeHbI, BEHbI
M3BUTbI). 3aKN0YEHME: aHrMoNaTusa COCy40B CeTYaTKM.

B aHBape 2020 r. npy nepBUYHOM OCMOTPE B AHEBHOM
ctaumoHape Al Ha pykax 170/130-175/130 MM pT. CT., Ha
Horax 200/140 MM pT. CT., 6€3 HapylleHUss caMO4YyBCTBUS.
C y4yeTOM pUCKa pa3BUTUS OC/IOXKHEHUW MauMeHT B HeOoT-
NOXHOM nopsgke Obll NepeBeaeH B Kapauonormyeckoe
OoTAENEeHME KPYroCYyTOYHOro NpebbiBaHns 4ns AasbHERLWero
o6cnefoBaHns U Ie4eHus.

W3 aHamHe3a »Kn3HM U3BECTHO: pebeHoK oT Il 6epemen-
HOCTW, NpOTeKaBluen Ha ¢oHe rectoza, oxupenus Il cT.,
rmnepToHndeckomn 6onesnn (I'b) 2 cT., rectalMOHHOroO caxap-
Horo anabeta. Poabl |, onepaTnBHble, cpoyHble. Macca Tena
npu poxaeHun 3970 r, annHa 55 cM. Poc 1 paszsuBancs no
BO3pacTy. AijieproaHamMHes: CMOKOEH.

CeMenHbIiN aHaMHe3: HacneacTBeHHOCTb pebeHKa oTs-
roweHa no b (matb, gea No NMHUKM MaTepu 1 6abyluka no
JIMHUKM OTLa).

dusukanbHaa gMarHocTUKa

t = 36,6 °C. Poct 121 cm (1,01 SDS). Bec 23 Kr
(0,65 SDS). UMT 15,71 kr/m2 (0,18 SDS). OueHka ®P npo-
Boaunacb B nporpamme Auxology Version 1.0. dusnyeckoe
pa3suThe cpegHee. MopdodyHKLMOHANbHbLIM CTaTyc rapmo-
HWYHbIK., Al npaBas pyka 168/110 mm pT. cT., Al neBas
pyKa 168/110 mm pT. CT.

CocTosiHMe cpefHen CTeneHu TAXECTU 3a CYeT Beretatus-
HbIX HapYLLEHW, apTepuanbHon rmnepTeH3nn. Co3HaHue ScHoe.
KocTHo-cycTaBHas cuctema 6e3 ocobeHHocTen. loxoaka He
HapylleHa. Koxa puamonornyeckon okpacku. epmorpadpuam
PO30BbIM, HECTOMKMI. [MNepruapos nagoHen, CTon OTCYyTCTBYET.
Cbinn HeT. Tunepemns Bek. MOAKOXKHO-}KMPOBOW CNOW pa3BuUT
pocTaTtoyHo. LutoBnaHas xenesa He nanbnupyetcs. HocoBoe
[blXaHne He 3aTpyaHeHo. OapllWKKM B MOKOoe HeT. YacToTa Abixa-
TeNbHbIX ABMXeHun (HAO) 19 B MUH. AyCKynbTaTUBHO: Ablxa-
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HWe Be3uKynapHoe. [poBoanTCs BO BCE OTAENbl. XPUMNOB HET.
O6nacTb cepfla He U3MEHEHa, rpaHuLbl cepaua He paclimpe-
Hbl. BepxylieyHblv TONYOK B V Mexpebepbe Ha 1,5 cmM KHyTpu oT
CPEANHHOKITIOYMYHOM NMHUKM cneBa. lynbcauuns Ha 6eapeHHbIX
apTepusix yagosnetBopuTenbHas. ToHbl cepaua scHble, PUTMUY-
Hble. YactoTa cepaeyHbix cokpaleHun (HCC) ctoa 96 ygapos
B MUH, YCC nexka 84 yaapoB B MUH. LLlyMbl He BbICNyLWIMBAIOTCS.
HMBOT MArKKK, He B3AayT, 6€3601e3HEHHbIN. [1eyeHb He yBenu-
yeHa. CTyn exxegHeBHbIM, 0pOpMAEHHbIN. [Inypes ageKBaTHbIN.

MpepBapuUTenbHbIA AUArHoO3

YyuTbiBas Hanuuve y nauueHTa BbICOKMX YPOBHEW Kak
CUCTONIMYECKOrO, TaK 1 agnactonmyeckoro All, 6bina 3anogo-
3peHa BTOpMYHasa apTepualnbHas runepTeH3us peHanbHoro
reHesa.

AnHamuKa u ucxopabl

B oTaeneHuu naumeHTy 6bin NpoBeaeH psj s1abopatop-
HbIX N MHCTPYMEHTa/IbHbIX NCCIEA0BaHUMA.

B o6uem aHannse KpoBM BbIIBIEH OTHOCUTESbHbIN 3pU-
TpouuTos (5,45 x 1012/n), runepremornobuHemus (163 r/n).

O6WwmMn aHanM3 Mo4Yu 6e3 NaTtoNorM4ecKUx U3MeHeHun,
0fHaKo paHee, Npy ambynaToOpHOM UCCNEeA0BaHMKU B AHBape
2020 r., BbIABASANCb NOrPaHNYHbIe 3HAYEHUA MUKPOanbOy-
MHHa (30 mMr/n) n anbbyMUH-KpeaTUHUHOBOE COOTHOLLIEHHKE,
3Ha4YUTENBHO BbIxoAsLee 3a npegenbl pedepeHcHbIX 3Have-
HuW (>> 3,4).

lNoKazaTenn 6UMOXMMMYECKOro aHanM3a KpoBM A0 U BO
BpeMS rocnuTannsauum npeacraBnieHsl B Tabn. 1.

B nepBoM aHan13se 3apermcTpupoBaHbl BbICOKME YPOBHMU
MOYEBMHbI U 0OLWEro XofecTepuHa; B aHanuse, caena-
HOM B OTAENEHMM, NOKa3aTe/lb MOYEBMHbLI HOpPManuM3oBarscs,
YPOBEHb XONIECTEPUHA COXPaHSANCH BbICOKMM. OcTanbHble
pe3ynbTaTbl HE BbIXOAWM 3a paMKu pedepeHCHbIX 3HaYEHUH.

Ha KoHTponbHoM 3KI TaK xe, Kak 1 paHee, 6bin0 3aperu-
CTpupoBaHo ycuneHune b3A JTK.

CyTO4HOE MOHWTOPUPOBAHWE apTepuanbHOro AaBieHus
(CMAL) BbISIBMIO NpHU3HaKKM CTabunbHOM apTepuanbHOM runep-
TeH3un: cpegHee A gHem 167/106 MM pT. CT., HOYbIO —
153/109; makcumanbHoe A gHem 172/130 mm pT. CT,,
HOoYblo — 168/121. NHAEKC BPEMEHU TMNEPTEH3UN CUCTO-
nnyeckoro (CA) n ganactonnyeckoro (JA) apTepuanbHOro
naBneHus 3a cytkM 100%. HouHoe cHuxkenne CAL v OAL
HepocTaTo4yHoE (8 U 3% COOTBETCTBEHHO).

YneTpasByKoBas gonneporpadusa (Y3AI) cocyaoB noyexk
(puc. 1, 2) BbISBUIa pe3Koe yBen4yeHne MUKOBOM CUCTO-
JINYECKOW CKOPOCTM B 0B6EMX MOYEYHbIX apTepusx, 6osblue
cnesa, yem cnpaBa (312 n 191 cm/c, COOTBETCTBEHHO)
N CHUMKEHWE MHAEKCOB COCYAMCTOrO COMPOTMBIEHUS B 06e-
WX MOYKax (MoYeyHbln pe3nctuBHbiM nHaekce (PU) RS = 0,58,
RD = 0,42), 4T0 3aCTaBW/I0 3aMN0403PUTb ABYCTOPOHHUI CTe-
HO3 NOYEYHbIX apTePUN.

Ha oOCHOBaHMM MNOAYYEHHbIX KAWMHUYECKUX [AaHHbIX,
pe3ynbTaToB NPOBEAEHHbIX NabopaTopHbIX M MHCTPYMEH-
TanbHbIX UccnegoBaHun 22.01.2020 nauymeHTy 6bi1 ycTa-
HOB/IEH KIMHWUYECKMI AMarHoa:

BTopryHaa peHoBacKynsipHas apTepuanbHas runepreH-
318 (ABYCTOPOHHWIM CTEHO3 MOYEYHbIX apTepUn) 2 CTENEHMU,
BbICOKMIA PUCK.

MnepxonectepuHemus. JIEBOCTOPOHHSASA KanWUKOMUeno-
3KTa3us, KannMKoaKTasus cnpasa. [Jo6aBoyHas 4oNbKa cene-
3EHKM.

C y4eTOM BbISIBEHHOIO [BYCTOPOHHEr0 CTEHO3a MoYey-
HbIX apTepui cumMnTOMaTM4yecKkas Tepanus KanTonpuaom
OTMEHEeHa, Ha3Ha4yeHa aHTUIrMNepPTEH3NBHANA Tepanus amno-
AWNUHOM B cTapToBom aose 0,1 Mr/Kr B CyT.

[na yTO4YHEeHMs xapaKTepa CTeHO3a MoYeyHbIXx apTe-
puM 1 onpeaeneHns TakKTUKKU nevyeHns pebeHoK nepeseneH

Ta6nuua 1. NNokazatenn 6UOXMMUYECKOro aHann3a KpoBM 40 U BO BPEMS rocnuTanmsaLmm
Table 1. Comprehensive metabolic panel parameters before and during patient hospitalization

K+ Na* 06wwumi 6enoK
Moka3sarenu
MMOJb/N MMOJb/ N r/n
10.01 4,41 136 69
22.01 4,49 136,9 79

Puc. 1. MNokazatenun ynsTpasByKOBOro AOMJEPOBCKOro uccnenosa-
HWSI COCYA0B NEBOW MOYKM

Fif. 1. Parameters of Doppler ultrasound examination of left renal
vessels

M D,3 22.01.2020
RAetceni Kapawouentp AFKE Ne 11 TIS 1,3

+ C 3

. A 131 oM /e
Bpetan 0,006 ¢

C/n 39 ¢

HB HPRF
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Caxap MoueBuHa KpeaTuHuH XonectepuH
MMOnb/ N MMOnb/ N MMOnb/n MMOnb/ N
4,04 8,2 0,070 5,44
5,2 5,0 0,020 6,1

Puc. 2. MNokasaTtenun ynbTpa3ByKoOBOro AOMIEPOBCKOro uccneaoBa-
HWUS COCYA0B NPaBOM NOYKK

Fig. 2. Parameters of Doppler ultrasound examination of right renal
vessels
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Ta6auua 2. MNokazatenun Axo-KI' B AMHamuke
Table 2. Parameters of Echo-CG examination in dynamics

Odara KAOP, cm KCP, cm DB, % M, cm
Mai 2019 - - 73 0,67-0,73
aBryct 2019 3,8 2,3 69 0,55-0,8
aHBapb 2020 3,5 19 79 1,0-1,3

3CJIXK, cm 3akn4yeHue
0,67 MwuTtpanbHas peryprutaumsa O—1 cT.
0,58 HesHauutenbHoe ytonuieHme MMKI. MHoecTBeHHble

OXIK
- Mneptpoduma mnokapaa JIK

lMpumedaHne. KCP — KOHeYHbIN cucTonmMyeckuin pasmep, KP — KoHeuyHbI anacTonuyeckuii pasmep, PB — dpakuus BoiGpoca, MM — mex-
¥enyaoykoBas neperopogka, 3CJIK — 3aHAs CTeHKa NeBoro xenyaoyka, JIXK — neBbivi enygoyek.
Note. ESD — end-systolic dimension, EDD — end-diastolic dimension, EF — ejection fraction, IVS — inter-ventricular septum, LVPW — left

ventricular posterior wall, LV — left ventricle.

B AeTCKOoe Kapanoxupypruyeckoe otgenenne NAY3 CO «COKB
N2 1» r. EkaTepuHbypra.

B oTaeneHuyn Kapauvoxupypruu Gbl1o NMPOBEAEHO KOH-
TPONbHOE 3xOoKapanorpaduyeckoe uccnegoBaHue, KoTopoe
noATBEPAMIO Hanuyine y pebeHKa runeptpodum MUOKap-
na JIXK. lMokaszatenn 3xo-KI B AMHamMuKe npeacTaBfeHbl
B Tabn. 2.

Ha KoHTponbHom Y3/ cocyfoB noyeK: npaBas novyeyHas
apTepusi — B o6nactu BopoT V cuctonnyeckasa 300 cm/c, PU
0,39, cTeHOTUYECKMI. JleBasa NoYyeyHasa apTepus — B obna-
CTM BOpPOT V cuctonmyecKas 266 cm/c, PU 0,39, cteHoTMYe-
CKMW. 3aknyeHue: reMoaMHaMM4yeCcKM 3Ha4uMMbl CTEHO3
npaBoKn noye4yHon aptepun (6onee 70%) B BOpoTax NpaBow
NOYKKW. [eMOAMHaMUYECKM 3HAYMMbIA CTEHO3 JIEBOM MOYeu-
HoW apTepun (60—70%) B BOPOTax IEBOM MOYKMU.

AHrnorpadunyeckoe uccnegoBaHne cOCyaoB OPIOLWHOM
aopTbl BbIABUIO CYGTOTaNIbHbIE CYXXEHUS MOYEYHbIX apTepui
Cc 06enx CTOpoH nepen 6udypKaumen, HaaMyine Konnatepa-
Nlel OT NMOSICHUYHbIX apTEPUIA, YHacCTBYIOLLIMX B KPOBOCHaGKe-
HUW NPaBOM MOYKM.

28.01.2020 . ycTaHOBNEH KIMHUYECKUM [OMArHo3:
GUbpoMyCKynspHasa gucnnasns novyedHolix aptepuin. CTeHo3
npaBoM M NEBOW MOYeYHbIXx apTepun.CuMmnTomMaTMyecKas
peHoBaCKynsipHas apTepuanbHas rmMnepTeH3ns 2 CTenexu,
BbICOKMM puck. HK O no Ctpaxecko — BacuneHKo — JlaHry.
| ¢. kn. no Ross R.D.

MaumMeHT 06CY)KAEH KOHCUAMYMOM Bpayen OTAeNneHun
[IETCKOW KapAnOXMpPyprun, COCyaANCTON XMPYPrum, PEHTIEHIH-
[OBACKYNSIpPHOM XMPYpPruun, onpeneneHbl NoKadaHusa K 6an-
JIOHHOW @aHTMONACTUKE MNOYEYHbIX apTEPUN.

BbinonHeHa onepauus: 6GanfoHHas aHruonnacTu-
Ka npaBou no4veyHon apTtepuu. lpu KoHTponbHom Y3AI
COCYOB MOYEK Mocne onepauuu MUKOBas CUCTONIMYECKas
CKOPOCTb B MPaBOM MOYEYHOW apTEPUM HUKE WCXOOHOM
(Ve = 230 cm/c), HO reMoiMHaMU4EeCKN 3HAYUMbIN CTEHO3
coxpaHsieTcs. BblpaxeHHON AuHamMuKm no AL He nonyyeHo.

Pe6GeHOK BbiNUCaH B YAOBMETBOPUTENIbHOM COCTOSIHUM
noa HabnaeHWe neanatpa, AETCKOro Kapanosora no Mecry
UTENbCTBA, PEKOMeHJOBaHa MeAMKaMeHTO3Hasa Tepa-
nus: rmapoxnoptuasng 25 mr/cyt, nponpaHonon 15 mr/cyt
B 3 npuema, knonugorpen no 37,5 mr/cyr. PekomeHaoBaHa
NoBTOpPHasa rocnutann3aums yepes 1 mec Ans npoBefeHus
6anoOHHOM aHIMONNACTUKM NEBON NMOYEYHOW apTepuu.

MporHo3s

dM/[I — 370 XpoHM4ecKkoe 3abonieBaHue, Tpebytoliee
WUHOMBMAYaNbHOrO NoaxoAa K NieyeHuto. MNnaH neyexHuns ans
KaAoro nalMeHTa OCHOBbIBAETCS Ha THXKECTU KIUHMYecC-
KOW KapTWHbI, NOKanu3auun MNOpParKEHHOro COCYAUCTOro
6acceirHa, a TaKXe Ha Haluyuu aHeBPU3M W [UCCEKLMM
[9, 17-20]. BbannoHHass aHrMonaacTMKa MOYEeYHbIX apTe-
pun aBnseTcs Hanbonee pacnpoCcTpPaHEHHOW MpoLeaypow,

BbINoHAeMon y nauneHtoB ¢ PM/ [18]. PekomeHaaumm no
[IMarHoCcTUKe W nevyeHuio 3abosieBaHUn nepudepuyecKmx
apTepui oT 2017 r. TaKXKe YKa3blBalOT Ha TO, YTO NauMeHTam
CO CTEHO30M MoYeyHbiX aptepun npn M/, ana nedvenua
rMNEePTOHUM MOKa3aHO 3HAOBACKYNSAPHOE NevyeHue, npwu
KOTOPOM [OCTUraeTCs XOPOoLINM 3DDEKT B YNYyHILIEHUN Kaye-
CTBa XMU3HK [21].

Cpeauv naumeHtoB ¢ PM/, B 0OTIM4ME OT CTEHO3UPOBAHUSA
Nno4YeYyHbIX apTepui Npu aTepocKiepos3e, Noc/e peBacKyns-
pu3aunn OOBOJSIbHO pPacrpoCTpPaHEHO MOBTOPHOE MOBbILLE-
Hue Al (Ha 30—50% OT HOPMOTEH3MK), NOITOMY NaLneHTaMm
HepeaKo TpebytloTcs NOBTOPHbIE BMelLaTenbcTBa [20, 22].

TakMM 06pa30Mm, MPOrHO3 y Halero 60/IbHOr0 Ha AaHHbIN
MOMEHT OCTaeTcsl HeonpeaeneHHbIM.

OBCYXAEHUE

[nuTenbHas AMarHocTMKa PEHOBACKYISIPHON apTepuanb-
HOM TMNEPTEH3UN CO BPEMEHEM MOXKET MPMBECTU K Mopa-
YEHUIO OpraHOB-MULIEHEN, YXYAWEHWIO KayecTBa MKWU3HU
naumneHTa v He6naronpPUATHbIM UCX0aM, TAKUM KaK UHCYIbT,
[OVCCEKLMS NN pa3pbliB aHEBPU3MbI M apyrue. InarHocTnka
Al y peten, oco6eHHO Maaawero Bo3pacrta, Hepeako 3anas-
[IbIBaeT. Y4acTKOBbIE Bpayu He Bceraa BOCNPUHUMALOT U3Me-
peHve A[l Ha negnaTpUYecKoM MpueMe Kak ob6sa3aTesib-
HylO npoueaypy, MOTUBUPYS OTKa3 HeyaoBJETBOPUTENbHOM
OCHAaLEHHOCTbIO AETCKMX MOMUKIMHUK BO3PacTHbIMW MaH-
weTamu. MNpn atom namepeHune All y neten 3akoHopatesb-
HO pernameHTMpoBaHo lpukazom M3 PO ot 03.07.2000
N 241: Al [OMKHO M3MEepPSATbCSA TPEXKpaTHO B BO3pacTe
3 neT (Nnepen NoCTynjeHNEM B IETCKOE [OLIKO/bHOE YYpEK-
aeHuve), 3a 1 rog Ao wkonbl (B 5—6 ner), HenocpeacTBEHHO
nepes WKoONoOW (6—7 neT), nocne OKOHYaHUA 1-ro Knacca
(7—-8 ner), B BO3pacTe 10, 12, 14-17 nert [12].

dubpombilleyHasa aucnaa3nsa — peaxkoe 3aboneBaHue,
He nmelollee crneunPpuUyeckorn CUMNTOMATUKKU, paHHAA aua-
FHOCTMKa KOTOPOro 3aTpyaHeHa. Ha nocTaHoBKyY AnarHosa ot
paHHUX CMMNTOMOB 3aboneBaHus, Mo AaHHbIM UMTEPATYpPbI,
B cpeaHem yxoauTt oT 4 fo 9 net [9, 13-16].

B Hawem cnyvyae Hanuuune y 6-netHero pebeHKa npwu-
3HAKOB aHrMonaTtMm COCyaoB CETYATKU, rMNepTpodun Muo-
Kapga JIXK no gaHHbiM 3xo-KI (6e3 pacyeTa MHAEKCaA Mac-
Cbl MWOKapga nesoro enygoyka (MMMITK)), nameHeHue
anbbyMWH-KPEATUHMHOBOIO COOTHOLLEHUS MOMET CBue-
TENbCTBOBATb O [/IMTENBLHO CYLLIECTBYIOLLEN apTepuanbHOM
rMNepTeH3nMn C MNOoparkeHWeM opraHoB-MulleHen. OgHaKo
Torga ocraetcs HeoObACHUMbIM GaKT HopmanbHoro A/,
3aPUKCUPOBAHHOIO AETCKMM KapaMOJIOroM Mpu MOBTOPHbIX
ocMoTpax pebeHKa, 3a 8 (man 2019) u 2 (Hos6pb 2019)
MeC 4O MOMEHTa NOCTAaHOBKM AnarHo3a GrbpomMyCKynspHoOm
avcnnasnn noyYeyHblx apTepuin. o HeKOTopbIM Ony6u-
KOBaHHbIM AaHHbiM, PM/[] ¢ meananbHoW dubponnasven,
npeacTaBAeHHON NEHTOYHbIMU MOBPEX/AEHUAMWU B CPEUH-



HOWM YacCTuW MOYeYHbIX apTepun, B 3—6% cry4aeB MOXKET Npo-
TeKaTb 6eccMMNTOMHO, 6€3 noBbiweHua AL [4, 16]. OgHaKo
npu cy6TOTa/lbHOM CTEHOTMYECKOM MOPaXEHUU MOYEYHbIX
apTepui 3TOT BapmaHT NPeaCTaBNSETCS COMHUTENbHbIM.

B TO e Bpemsa runepxonectepuHemus, 3adUKCUpo-
BaHHaa B [BYX OGMOXMMWYECKMX aHanM3ax KPOBM B HalleM
cnyyae, Takxe TpebyeT AafibHENLWEro YTO4YHEHUSs — aHanu3a
NIUMUAHOIO CMEKTpa W OonpeaeneHuss MHAEKca aTeporeH-
HOCTK, TaK KaK AMCAUMUAEMUS SBASETCA AOMONHWUTENbHbIM
$aKTopom pucKa y naumeHToB ¢ Al

3AK/TIOMEHUE

[JaHHbIN nNpumep ABASETCa WIKCTpaunen Toro, 4To
NpW OTCYTCTBMMU XKaNob U APKUX KIIMHUYECKMX CMMMTOMOB
AMarHo3 peHOBaCKYyNSpHOM apTepuanbHOW FMNEPTEH3UU
y pebeHKa 6 neT aauMtenbHoe BpeMs oCTaBasiCi HeyCTaHoB-
NeHHbIM. CBOEBpPEMEHHOE BbIiBIEHME MOBbIWeHHOro A/l
y OeTen, B TOM 4Yucne mMaajlero Bo3pacrta, He TOSIbKO Ha
npueme y Bpayen-crneymanmctoB, HO U Npu npopunaxkTnye-
CKMX OCMOTpax neguartpa HeobxoaAMmo ANs paHHen auarHo-
CTUKM 3a60/1eBaHNA 1 onpeaeneHns TakTMKK o6cneaoBaHms
N neyveHus.

Beaywasa ponb NpUHAANEKWUT MPEEMCTBEHHOCTU MEX-
[y KapAMoNorMyeckorm U KapaAMOXMPYPruyecKom cnyxbamu
B OKa3aHWM cneunannM3vpoBaHHOM NOMOLLM AETAM C PEeHo-
BacKynapHowu Al, B TOM 4ncne ans Heo6xoaMMOro peHTreHo-
XMPYPruyecKoro o6¢cneoBaHns U e4eHuns.

WH®OPMUPOBAHHOE COI'JIACUE

OT poauTtenen nauueHTa noay4eHo NUCbMeHHoe A06po-
BOJ/IbHOE MHPOPMUPOBAHHOE cornacue Ha NyearMKaLnio onu-
CaHUWs KIMHUYECKOro cnyyas (aata nognucanunsa 17.04.2020).

MpumeHeHne npenapaToB: amaoauMnuH (Kog ATX:
CO8CAOQ1), aHanpunuH (MponpaHonon) (kog ATX: CO7AAO5)
pa3pelleHo noKasbHbIM 3TUYeCKUM Komutetom MAY AIKB
N¢ 11 r. EkaTtepuH6ypra, npotokon N2 014 ot 14.01.2020.

Mpenapat knonugorpen (Kog ATX: BO1ACO4) Ha3Ha-
YeH KOHCWUINMYMOM Bpayer AETCKOro KapAanoxmpypryeckoro
otaeneHna COKB N¢ 1r. EKatepuHbypra ¢ npuBieYeHUEM
KNMHWYECKOro gapmaKkosiora U KOHCYNbTaHTOB YpasibCKOro
roCyapCTBEHHOIO0 MEAMLMHCKOrO YHNBEPCHTETA.

INFORMED CONSENT

A written voluntary informed consent was obtained from
the patent’s parents for publication of this case report (date
of signing: 17.04.2020).

Use of the following drugs: amlodipine (ATC code:
CO8CAOQ1), anaprilin (propranolol) (ATC code: CO7AA05) was
permitted by the local Ethics Committee of the Municipal
Autonomous Institution “Children’s City Clinical Hospital
No. 11" of Ekaterinburg, minutes No. 014 dd 14.01.2020.

Clopidogrel (ATC code: BO1ACO4) was prescribed by
the council of physicians of the Pediatric Cardiac Surgery
Department of the Sverdlovsk Regional Clinical Hospital No. 1
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ATOMUYECKWUN OEPMATMUT Y AETEM.

NMpaKTHyecKue peKoMmeHaauum ansa neamaTpos

MNoa penaxkunen A.A. bapaHoBa, J1.C. Hama3oBown-bapaHoBou

B NPaKTUYECKUX PEKOMEHAALMUSX NpeAcTaBNeHbl COBPEMEH-
Hble CBEJEeHWs O natoreHese, KAMHWYECKUX MPOABIIEHU-
AX, [MArHOCTUKE W JNeYeHUMU aTonMyeckoro aepmatuta. [ad
0630p CYLLECTBYIOLMX IEKAPCTBEHHbIX CPEACTB, Pa3peLleHHbIX
K MPUMEHEHUIO Y AETEN C aTONMUYECKUM AepMaTUTOM, Noapo6-
HO PacCMOTPEHbI BOMPOCHI AWETOTEPANWU NPU 3TON GONE3HW.
PekomeHaaLMM npeaHasHayeHbl A9 neaMaTpoB, anneprono-
rOB-MMMYHOJIOrOB, CTYIE€HTOB MEeJULIMHCKMUX BY30B.
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