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BBEJIEHUE

Onucanue KIMHUYECKOTO Cllydasl alueHTa
netckoro Boxpacta ¢ XBIT C1u dpakropamu
pHCKa CepAeYHO-COCYIUCTON MATOJIOTUH.

Konnenmust pakTopoB pUCKa SBISIETCSI OCHOBON
IpO(UIAKTUKH CEPIIEYHO-COCYIUCTOH aTOIOT UK.

B 2006 rony 6pu1a npeioxkeHa crparugukanus pucka CC3
y JleTeil ¢ KcTpakapAHaIbHOW XPOHUYECKOH MmaToorueil.
Taxoke OblLia BbIIEIEHA TPYIIIA JIETEN U TIOAPOCTKOB, METO/bI

HMMEIOIIUX TOBBIIICHHBIN 1O CpaBHEHHIO CO 3I0POBBIMHU KJ'II/IHI/I'-ICCKI/IC, na60paT0pHI,Ie u
JneTbMH puck pa3Butus CC3 Bo B3pocioii )ku3Hu. B oty
IPYIITy BOLLIH ITAI[UEHTHI C O)KUPEHUEM, TUCIUINAEMHUEH,
HEaJIKOTOJIbHON JKHPOBOH OOJIC3HBIO IIEUEHH,
XPOHUYECKUMHU BOCHATUTENbHBIME 3a0oneBanmsiMu (FOPA,
CKB) u T 1.

HMHCTPYMEHTAJIbHbIE JJaHHbIE MAallUeHTa JI€TCKOTO
Bozpacta ¢ XbII C1 Hedponoruueckoro
OT/eJICHUs

OIIMCAHHUE

Masunk 12 net ¢ XBII C1. UIMT 24 xr/m2 (+2,13 Z-Score, H30BITOK Macchl Tela 2 cTeneHH). boeeT okoito 4x JieT, ¢ Toro MoMeHTa, koraa Ha ¢one OPH ¢ Temmeparypoit
710 380 IOYYBCTBOBAIl GOJIE3HEHHOCTH B IIPAaBOM KOJIEHHOM H TOJIEHOCTOITHOM CYCTaBaX, MBIIIIIAX TOH jkKe KOHEYHOCTH IPH XOIb0e, MOCIe Yero ObLI FOCIHTAIN3HPOBAaH B
JeTCKYI0 HH(EKIHOHHYI0 OOmbHHIY ULt HoobcienoBanms. Ha 8-if 1eHp 3a001eBaHIS CHH3IIICS JIHype3, MPOSBIIACH MPOTEHHYTPHs 1 I/1, B OHOXHMHYECKOM aHAii3e
KPOBH PErHCTPHPOBAIOCEH HOBBIIICHIE MOYSBHHEI H KPEaTHHHHA, CHH3IIIACh CKOPOCTh KIIyOOUKoBOiT (hruisTpamim 10 64 miu/Mus/1,73M2. Jlanee DalieHT IPOXOIHI TeIeHIe
B YCIOBHSX PecIyOIHKaHCKOTO II€HTpa JETCKOil He(pOJIOrHH H 3aMECTHTEIBHOH IOYEUHOH Tepammu ¢ AHarHo3oM: OCTphIi IIoMepyloHe(hpHT ¢ He(ppPHUTHYECKHM
CHHJIPOMOM, TPaH3UTOPHBIM HapyIIEHHEM a30TBBIICIHTENbHOI (yHKImH nodek, ITHO.

B Hacrosimee Bpemst HabmonaeTcst He(poIoroM, IeIHaTpoOM aMOy/IaTOpPHO, MEPHOMIYECKH TOCIHTAII3HPYETCs UL 00CIeI0BaHNs H HaOMIOICHIS B He()poIorHieckoe
otaenerue no nosoxy XbII C1.

HacrnescTBeHHEIIT aHaMHe3 110 HeOIarONpHATHBIM CEpIeIHO-COCYIHCTEIM COOBITHSIM, BHE3AIHOI CepIeuHOH CMEPTH Y OIH3KHX POJIICTBEHHHKOB B MOJIOZIOM BO3pacTe, CO
clIoB, He oTsromeH. [IperbsBisieT kaloObl Ha MOCTOSHHYIO CIa0OCTh, COHJIMBOCTH, NOBBHIIECHHYIO yTOMJIIEMOCTh IPH OOBIMHBIX HAarpyskax (TPyIHO HEpeHOCHTCS
JUTHTENIbHAs X0160a, OBEM II0 JISCTHHIIE BBIIIE 3r0 3Taxka). Co CII0OB MaMbl, IALHEHT HapyIIaeTCcsl PeKIM CHa U OOIPCTBOBAaHMHS, (PH3HMIECKOIl KyIBTypOil He 3aHHMAETCS.

B obmiem aHamm3e KpOBH CHIDKEHBI 3pHTponmuTapHsie HHIekchl (MCH 25,3mr, MCV 75 ¢u1) mpun HOpMaidbHOM reMornioOmHe H 3puTpoumtax (132r/m u 5,21¥1012
COOTBETCTBEHHO), B 00IIeM aHAIH3e MOYH CIIeIBl SpHTponHToB (0-1 B IOJIe 3peHHs) I MOTpaHHYHbIe 3HadeHHs NpoTenHyprn (0,15r/1) IpH COXpaHHOH (HIBTPAIIHOHHOMN
cnocobroct nodek (CKD=155,4 mi/mun/1,73m2). B GHOXHMHYECKOM aHAIH3¢ KPOBH CHIDKEHO COIEPIKaHHE CBIBOPOTOYHOTO JKene3a (6,61 MKMOIIB/IT), TIOBBIIIEH OOt
xonectepuH (5,49 mmois/m). I[To pesynprataMm odHCHBIX H3MepeHH i apTepHanbHOro AaBineHns 3HadeHus (110/70 mm Mpt c1) CAJT u JIAJ] Haxomstes Hipke 90§ HepHeHTHIN
B TabImIe pacmpeleleHHs COOTBETCTBEHHO IOy, BO3pacTy M pocTy ([lmarHocTika, jTedeHme H NMPOQIUIAKTHKA apTepHAIbHON THIEPTEH3HH Y JeTel H MOIPOCTKOB.
Poccuiickue pexomeHnanuu (Bropoii mepecmotp) 2009; 8(4). 1-32.).

Takum 00pa3oM H3 OCHOBHBIX (pAKTOPOB PHCKA CEPAEUHO-COCYANCTBIX 3a00I€BaHMIl y MPEICTAaBICHHOTO NAIMEHTa MPHCYTCTBYeT HeMOAMMHIHPYeMbIil (hakTop pHCKa
(My>KCKOI 1107T) H MOH(pHIHpPYeMble- JHCIHIHASMIS (THIIepPX0IeCTePHHEMILI), H30BITOK MacCH! Tella 2 CTEHeHH, HU3Kas GH3HIecKas aKTHBHOCTB, xkene3ogeduuut u XbIT
C1. Bee ot mpenpacnonaratommie k CC3 (akTopsl MO3BOIIIOT HAM OTHOCHTh IAIIHEHTa K TpYIIE IIOBBIIICHHOTO PHCKA OTHOCHTEIBLHO 3IOPOBBIX JeTeil Io
cepedHo-cocynucToli martonorud. C Ienbio J000CIeNOBaHMA MAIbUHKy BBHIIONHEHAa 3IEKTPOKAapIHOrpaMMa, CYTOUYHBIH MOHHTOPHHT apTepHAIbHOTO JaBIECHHA H
9IeKTPOKAPAHOTPAMMEL, 3XOKapAHOrpadist ¢ ONpeAeNeHHeM HHICKCa MacChl MHOKap/ia JISBOTO JKEIIYA0UKa H PacyeTOM OTHOCHTEIBHOI TOJIIMHEI 3alHEeH CTEHKH JICBOTO
JKeIyHoYKa JUIS BBISBICHHS NpPH3HAKOB DPEMOIEIMPOBAHMS MHOKapaa M ero Buma. Ilo merommke Speckle tracking sxokapamorpadum ompenensiach IPOIOIbHAs
nedopmanisi MHOKapZa JIGBOTO JKemynouka. II0 JaHHBIM CyTOYHOTO MOHHTOPHHIA apTepHAaJIBHOTO NaBICHHS apTepHalbHAs THIIEPTECH3HS HE 3aperncTpupoBaHa. Ilo
pe3yabraTaM XoJuTepa B MOMEHT HOYHOTO CHa BELBICHO 10 mays, IIPeBHIIAIONINX JOIIYCTHMYIO BO3PacTHYIO HOpMY, 00ycIoBIeHHBIX AB-010okanoii 2 crenern Mob6utn 1. ITo
JAaHHBIM 5XOKapaHOrpaduH, HECMOTPS COXpaHHY PpaKIIo BEIOpoca 10 SImpson, OTCYTCTBHE H3MEHEHMI TeOMETPIH MIOKap/ia [0 JaHHBIM HHIEKCa MacChl MHOKap/a 1
OTHOCHTEJILHOI TOJIIMHEI 3aHEil CTEHKH JICBOTO JKEeIYI0UKa, BBIBICHO CHIDKEHIE MPOIOIBHOI AedhopMaru 10 -17,1%, UTo CBHAETEIBCTBYET O PAaHHHX, CYOKIHHIYECKHX
HapyIIeHISIX (yHKIHH MHOKapza.

BBIBO/IBI

Knuangeckuii ciydail IeMOHCTPUPYET HEOOXOAMMOCTh HAOMIOCHNUS 32 CepIeUHO-COCYAUCTON CHCTEMOH Y
neteii ¢ XbII Ha paHHUX ee CTausiX U paboThI He TOIBKO C (haKTOpaMH, CBSI3aHHBIMU C TIOYEYHOM MATOJIOTHEH,
HO U C OCHOBHBIMHU MOTU(PHUIMPYIOMINMHU (paKTOpaMH PHCKa C LENIbI0 PEA0TBPAIIeHUS] BOSHUKHOBEHUS
HEOOPaTUMBIX CTPYKTYPHO-(QYHKIIHOHAILHBIX U3MEHEHUH C TEYCHHEM BPEMEHH.
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