ansa CKMI. Ha 3xoKI BbIABNSATCSA TMNOKWMHE3 UMK
aKkvHe3 cpefHuMx U anukanbHbix cermeHToB JIXK, TO-
NMMYecKy NnokanuaoBaHHble BHE 30HbI pacnpeneneHus
Kakon-nnbo ogHou KopoHapHou apTepun. OTmevaeT-
CSl TaKXe CHUXeHe dpakuumn Bbibpoca B OCTPON cTa-
aun go 20-49% c nocnegyowum MNOBbILEHNEM [0
59-76%, B cpegHem, k 20-My OHIO OT Hadana 3abo-
neBaHus. BTopbiM BaxHbIM KpUTEpMeM siBfsieTcs BO-
BneyeHune sepxywku MXK. JaHHbIN KpUTEPUIA BbISIBNSA-
eTcsa npumepHo y 25% obcnefoBaHHbIX NaLMeHTOB.

3aknto4yeHune. HecmoTpsa Ha Oonblioe pasHoo-
Opasune coBpeMeHHbIXx MeTodoB AnarHoctuku, CKMII
ocTaeTcs ManoumsyyeHHblM 3aboneBaHuem. [loBbl-
lWeHne YacToTbl 3aboneBaHus HabnogaeTcs y XeH-
LWMH B Nepuo nocTMeHonaysbl, Ha OHe 3MouMo-
HanbHOro CTpecca, KIMHUYECKM MPOABISOLWNACS
CTeHoKapauveckon Gonblo 3a rpyguMHoON, NOABLEMOM
cermeHTa ST. XapakTepHbl M3MeHeHuss Ha JKI u
OxoKT.

WHOAHTUNBHASA ®OPMA BOJNIE3HM NMOMIME. KIIMHUYECKUA CNYYAHN

XABUBPAXMAHOBA 3.P:, CAQbIKOBA A.U.}, CABUPOBA A.P.!, ®UPCOBA H.H.2,
KYYEPSIBAS1I A.A.2, CJIACTHUKOBA E.C.?
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Llenb pa6oTtbl. CBOEBpeMeHHas NocTaHOBKa ne-
avaTtpamu gmarHosa «bonesHb MNomney.

Matepuan n metoabl. OnucaHune crnyvyas gmarHo-
CTUKN MauneHTa ¢ MHdaHTUNbHOW dopmoit GonesHu
Momne.

Pesynbtatbl. PebeHok X., oT 1-i 6epeMeHHoCTH,
npoTekaBLlien Ha poHe OPBW nerkon cteneHn B 1-om
TpumecTpe. CeMenHbIn aHaMHe3 He oTdArouleH. [pu
NNaHoOBOM yribTPa3BYKOBOM MCCreAoBaHUM nnopa
natonorMm He BbISBreHO. Pogbl camocTosTenbHble,
B CpoK. Acnunpauuss MEKOHMEM MNpu poxaeHun. OueH-
ka no wkane Anrap — 1/2/4 6anna. VIBJ1 — B Te4yeHune
30 yvacos. NpoBegeHa IxoKI™ B Bo3pacTe 8 gHewn, Bbl-
sIBfieHa rvnepTpoduss Muokapaa (Mexikenygoykosas
neperopogka, MXXIN — 12 mm). B guHamuke, B 1 mec.
6 aHen, no paHHbIM OxoKI coxpaHseTcs yTonuwe-
Hue munokapga: MXKIT 11 mm, 3agHAs CTeHka JeBo-
ro xenygoyka, 3C/IK — 10 mm. B Bospacte 1 mec. 9
OHelr pebeHok Bnepsble noctynun B [PKB B Tsxe-
niom cocTtosiHuM C aunarHosom: [unepTpodumyeckas
kapanomuonatns? HekomnakTHbIA Muokapg oboux
xenypnodkoB? Bbicokas nerovHas runepteHsus. HK
II. Mpn ocmoTpe obpawanu Ha cebs BHMMaHue Bsi-
noctb pebeHka, O6NMeAHOCTb KOXHbIX MOKPOBOB, Lna-
HO3 HOCOryGHOro TpeyrornbHuKa, OTEKM Ha nuue, nep-
KYyTOPHO paclUMpeHne rpaHuy cepaua, Taxukapaus
no 160 ya B MuH, cuctonunyeckuin wym 3/6 Hag Bcewn
obnacTtblo cepaua, CTOHyLlee AblxaHue C y4vacTuem
BCMOMOraTernbHOW MYCKynaTypbl, TaxunHod Ao 64 B
MWH, CHWXeHne caTtypaumm kucnopogda go 90%, re-
natomeranus (nedveHb +5 cm). [daHHble obcnenoa-
Husi: OxoKlN — gunartauus NeBbIX M NpaBbIX OTAENOB
cepaua, runeptpocua muokapga JDK un DK (MK
— 11 mm, 3CITK — 11 MM, nepegHsas cteHka K — 6
MM), MOAO3PEHME Ha HEKOMMAaKTHbIA Muokapg 060-
NX XXEenyoouvkoB, CHUXEHWe dpakumm BbiOpoca neBo-
ro xenygodka o 48%, HegoCTaToOMHOCTb Ha 0bowmx
aTPUOBEHTPUKYNSAPHbIX KnanaHax 3 CTeneHu, npu-

3HaKM BbIPaXeHHOW nerodHon runepteHsmm (COJNA —
113 mm pr.ct.). OKI-npusHaku runeptpocumm mmokap-
Aa npaBblX W NeBbIX OTAENOB cepaua, rpybbie Hapy-
LeHnst npoueccoB penonspusaunn. PeHTreHorpamma
OpraHoB rpyaHOM KNeTKM B NPSIMOW MPOEKLMU: Bblpa-
XeHHas kapauomeranuvs. B GuoxmmuyeckoMm aHanuse
KpoBU — noBblleHne ypoBHs depmeHToB: ACT — 106
En/n, NOI — 690 Ea/n, KOK — 324 Ea/n, ¢ HapacTaHu-
eM rfnokasaTenen B AvHamuke. B KpoBu 3HauMTenbHO
noBbiweH ypoBeHb NT-proBNP — 32642,0 nr/mn. Yuu-
TbiBasi KMMHMYECKYID KapTWHY 3aboneBaHusi, AaHHble
obcnenoBaHus, Ha 9-e cyTku npebbiBaHMA B CTaumo-
Hape 3anofo3peHa MnageH4deckass dopma 6onesHu
Momne. AHanu3 KpoBM MeToOOM TaHAEMHOM Macc-
CMEKTPOMETPUN BbISIBUIT CHWXXEHUE aKTUBHOCTU allb-
da-rnoko3ngasbl. [uarHos «bonesHb [Momne» crtan
BbICOKOBEPOSATHbIM. B nepuog obcnepoBaHus B Knu-
HUKE N OXMAaHUA pes3yrnbTaToB reHeTuyeckoro obcene-
AOBaHMsA npoBogunack cumnToMaTudeckas Tepanus
cepaedHon HepoctatovHocTu. CocTosiHue pebeHka
NPOrpeccMBHO yXydwanocb B BUAEe HapacTaHus Bs-
NOCTW, MbILWIEYHOW T[UMOTOHUKM, perpecca MOTOPHbIX
HaBbIKOB, NMPOrPeccupoBaHns cepaevyHon HeJoCTaTou-
HocTu. K coxaneHuto, B JaHHOM Crlyyae arpeccusHoe
TedyeHne 3aboneBaHMs NPUBENO K NeTanbHOMY WMCXO-
Ay OO reHeTU4ecKoro NoATBepXAeHUs AuarHosa n Ha-
3Ha4YeHWs MnaToreHeTM4eckoro neveHus. BbinonHeHa
OHK- guarHocTtuka, obHapyxeHbl MyTaumm c¢.2104C>T
n ¢.2269C>T reHa GAA (1nccnepoBaHne NpOBOAMIIOCH
B nabopatopumu HacneacTBeHHbIX OonesHer obmeHa
BewectB OIrBEHY «MeOuko-reHeTUYeCcKnin  HayuHbIn
ueHTp», Mockea). [OuarHo3 «BbonesHb [Momne» Obin
NnoATBEPXKOEH.

3akntoueHue. bonee paHHAs anddepeHumansHas
AMarHocTuka kapanoMmonaTtui B KNMHUYECKON NpakTu-
Ke MpUHUMNManbHO BaxHa, Tak Kak npu noarsepxae-
HUM GonesHu lNomne B HacTosillee Bpems OOCTyMHa
appekTMBHAA bepMeHTO3amMecTUTENbHas Tepanusi.
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