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BeepeHue

BpoxnénHele omnyxonu cepaua y nereit — padbnomuo-
Ma, MUKcoMma U (pubpoma — KpaliHell penkas MmaToJio-
IS, BCTpeYyaeTcs ¢ 4acToToil okojo 1%o. Yale oryxo-
JIM cepala y AeTeil 100poKayecTBEHHbIE — MJIsI HUX He
XapakTepHO MeTacTa3upoOBaHUE, OMHAKO MPOrpecCcuB-
HBI pOCT B TOJIOCTh JieBoro Xxeaymgouka (JIZK) moxer
MPUBOAUTH K TSIKEIBIM HapYIICHUSIM IMACTOJIMYECKOM
(yHkumu, odbctpykimu BeixogHoro Tpakra JIZK, dhopmu-
poBaTh CyOCTpaT sl HapyIIeHUI CepIeyHOro purMa —
CYyNPaBEHTPUKYJISIPHON U KEJTyTOYKOBOM TaxXUKapauM,
JKEJIyTOYKOBOI 3KCTPACUCTOJUU, aTPUOBEHTPUKYJISIP-
Hoii 6jokanbl. [Ipu coxpaHeHUM TeMOIMHAMUKKU HEpe-
JIKO €MMHCTBEHHBIM KIMHUYECKUM CUMIITOMOM, SIBJISTIO-
IIMMCS TIOBOIOM JJis1 00cliefoBaHUsT peOEHKa, SIBISIETCS
CYMpaBEeHTPUKYJISIpHAs TaxuapuTMusi. EquHble 1oaxombl
U CTaHIAPTHI JCYCHUST TaKUX OMyXOJeil y IeTeil oTCyT-
CTBYIOT U B KaXXJIOM Cjlydyae TaKTUKa OIpenensieTcsl MH-
IUBUIYaJbHO, TIPU 3TOM KOPPEKIMsS BO3HMKAIOIIUX
APUTMUMN U SBICHUIN CEPAECYHON HEOOCTATOYHOCTU SIB-
JISIeTCST 00s13aTeIbHBIM YCJIOBUEM TIPOBEACHUST XUPYPIH-
YEeCKOro 3Tara JedyeHus.
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KnuHnuyeckuin cnyyai

Nudopmanusa o nanuente. Manpuuk 28.06.2022 1.p.
An. morbi: 10.01.2023 Ha MJIaHOBOM OCMOTpPE KapIHOJIO-
TOM BBICJIYIIAH CUCTOJIMYECKMIA LITYM.

PesyabraTsl (huzukaabHoro ocmMorpa. OObEKTUBHO 03
OTEKOB, HEOOJIBIIION 1IMaHO3 HOCOTYOHOTO TPEYroJIbHU-
Ka, apTtepuaibHoe naieHue 94/50 MM pT.CT., YacToTa
cepaeunbix cokpamenuii (YCC) =120 yu./muH, SpO,
97%. An. vitae: or 4 6epeMEHHOCTH (3IOPOBBIA CHIH
13 neT u 2 MEOIMUIMHCKUX abopTa), poabl CpoYHbIe Ha 38
HezesIe TeCTallm.

IIpeasapurenbHblii 1uarHo3. BpoXaeHHBINM MOpPoOK
cepaua.

JInarnocTuyeckas ounenka. [1o maHHBIM 3XOKapaKnoO-
rpa¢uu B nosoctu JIZK nmpoenmpyercst J0MOJHUTETBHOE
oOpa3oBaHue KPYITHBIX Pa3MepPOB C KpeIJIeHUEM B 00-
JIACTHM MaNWUISIPHBIX MBIIIL, TUIOKUHE3UST BEPXYIIKU
U MepeaHe-IaTepaJbHbIX CETMEHTOB; (dpaKiiust BHIOPO-
ca 46%, mutpanbHas peryprutanus 1 cr. ITo maHHBIM
MarHMTHO-pPE30HaHCHOM Tomorpaduu — obpa3oBa-
Hue 52,6x37,45x37,45 MM 6e3 0OCTPYKLIMUA BBIBOIHOIO
TpakTa, 06e3 nmpusHakoB aunatauuu JIZK. 'eHeTnueckoe
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KNMMHUYECKWE CITYHAN

Puc. 1. Oxokapavorpaduyeckue aaHHble AMHAMUKL ONYXONW: Cnesa — KPynHas onyxofb, NpuMblkatoLas K 60koBoii cTeHke JIXK, ¢ kpenneHrem k annaparty MUTPaibHOro
KnanaHa; crnpasa — yMeHbLLUEHNe abCOMIOTHBIX M OTHOCUTENbHBIX (OTHOCKTENbHO 06bEMa JIXK) pasmepos B AyHamuke Ha GpoHe Tepanuu.
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Puc. 2. MoHuToprpoBaHue anektpokapanorpammel ot 27.01.2025: napHast MoHomopdHas X3 1 anusop, HeycTonumBoi nonumopdHoi XT.

o0cjieoBaHMe Ha HACJIEACTBEHHBIE OIYXOJM M TeHe-
TUYeCKMe 3a00JIeBaHUsI, aCCOLMMPOBAHHbIE WU TIPEI-
pacrojiaralomme K OIyXoJisiM, MyTalluii He BBISIBUJIO.
YuuThIBasi pUCKM XUPYPIrUYECKOrO JICUEHUST U PaHHUIA
BO3pacT IMalMeHTa, a Takxke NMPpUHUMasi BO BHUMaHUeE
HauOOJIbIIIYIO BEPOSITHOCTh pabAOMUOMBI, PEOEHKY TPO-
BOIUTCS MepBasi IMHUS JIEeKapCTBEHHOM Tepanuu 0J10Ka-
TopoM m-TOR — cupoianmycom B CTapTOBOI pacu€THOI
no3se 0,8 mr/m? 2 pasa B IeHb. Tepanus HayaTa c SHBaps
2023r 1 IpOBOAMUTCS MO HacToslee BpeMs. Duznyecku
peOGEHOK pa3BUBAETCS HOPMaJIbHO IO MaKpOCOMATOTH-
Iy, TICUXUYECKOe Pa3BUTHE COOTBETCTBYET BO3pacTy. 3a
BpeMsl HaOJIIOAEHUSI HE BBISIBJIEHO KJIMHUYECKUX MPU-
3HAKOB CEPACYHON HEeAOCTaTOYHOCTH, nuHaMuka NT-
proBNP ¢ mapta 2023 no oxts16pb 2024rr — ot 2189 no
298 nr/miu. Ha doHe mpoOTHMBOOIYX0JE€BOM LIUTOCTATH-
YECKOM Tepaluy OTMEYeHa CTaOWIM3alus IMaToJornye-
CKOTO 00BbEMHOTO 0Opa3oBaHMs, OMHAKO 3aperucTpu-
pPOBaHBI HapyILIeHUsT cepaeuHoro purMa. CyTouyHoe Mo-
HUTOPUPOBaHUE JIEKTPOKapauorpaMmMbl ot 16.01.2025:
Ha (hOHE CHMHYCOBOI'O pUTMa C TaxukKapauei gHEM (cp.
YCC=130), peructpupyetcsl KeJlyaouykoBasi 3KCTpa-
cuctonus (XKD) 5 rpamauuu o Ryan: onrHouyHble KO
1-ro Tumna: 218, B TOM uyucjie MO TUIY TPUTEMUHUMU,
MperuMyIleCTBEHHO Houblo: 212 (20 B yac); 2-ro tumna:
159, npeumyniectBeHHO nHEM: 147 (13 B yac); Bo BpeMst
GoapcTBOBaHUS MapHble MOHOMOpdHBIE 2KD: 6, mapHbIe
noauMopdHsbie: 1; 1 anu3o01 MOHOMOP(MHOI XKeJTyI04KOo-
Boit Taxukapauu (XKT) u 3 mapokcusma noaumMopdHoi

XKT; matonornyeckue 3HauyeHUs] HAKJOHA TypOYyJIEHT-
Hoctu. HasnaueHa tepanus aHanpuinHoMm (0,69 mr/
Kr/cyT.). MoOHUTOpUpPOBaHUE BJEKTPOKAPAMOIPAMMBbI
ot 27.01.2025: cuuxenue YCC no ymMepeHHOI Opanu-
Kapauu, yBenudyeHue uyucia K9D: 1-ro tumna: 508 (Bce BO
cHe), 2-ro tuna: 200 (Bce Bo BpeMsi 60p.); mapHble MO-
HoMopdHbie 2KD: 71 (Bo Bpems 6o1p.); 26 311M3010B MO-
HomopdHoit KT u 13 momumopdnoit KT, n3 Hux 6 mo
TUIy torsade de pointes (puc. 2); TypOyJIEHTHOCTh pUTMa
B HopMe. OTMeuaeTcsl Hecnieunduryeckasi BHyTPUKEIy-
nouykoBast 6jokaga ¢ mupunHoit QRS 0,11-0,12 ¢, yaau-
HeHue QTc mo 481 mc. MoHnuTopupoBanue ot 03.02.2025
Ha (oHEe YBEIMYCHUs TO3UPOBKU aHANPWIMHA: HOPMO-
CHUCTOJIMSI B TE€YEHUE CYTOK, ofuHOYHbIe KD 1-ro Tuna:
13 (1 B yac), Houbto: 12; 2-ro Tuna: 2; nmapokcusambl KT
He perucTpupylorcs. B octajbHOM — 0€3 M3MEHEHUIA.

Knuanyeckmii auarno3. Bpoxn€éHHast HeBepuuLm-
poBaHHas onyxojb JIZK. OcnoxHenus. KD 5 rpagauuu
no Ryan. IMapoxkcuszmbr XKT.

JduddepennmnanbHaa auarHocTuka. JJvuHaMuka o0b-
€Ma OMyXOJM PacCYMTHIBAJaCh COIVIACHO IPOTOKOJIY
CWS-guidance ay1s1 MITKOTKaHBIX OMYXOJieil OKPYIJIbIX
pa3MepoB M COITIACHO KJIMHMYECKUM DPEKOMEHIALIMSIM
"CapKoMBbl MSTKMX TKaHeil". 3a BpeMs HaOJIIOIeHUS
(2 roma) penykumsi o0béMa cocrapisier 16,5% (1o maH-
HBIM MarHMTHO-PE30HAHCHOK ToMorpaduu cepaia 1o
48x38x38 MM) Ipu TOM, UTO M3BECTHAasl IMHAMUKA pe-
OYKIIMY 00béMa pabaoMUOMBI IIPU Tepanuu 6JJ0KaTOpOM
m-TOR cocrabisier B cpentem 50% 3a 10 mec. (puc. 1).
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3aknioyeHue

IIpencraBneH penkuii ciydaid JIUTEIBHOTO OecCUM-
IITOMHOTO TeYCHMS KPYITHOM BPOXXIEHHOI HEBepU(DUIIH-
poBaHHoIt onyxoau JIZK. HecMoTpst Ha TOJOXKUTENbHYIO
IWHAMUKY, ICTUHHBIC pa3Mephl OITyXOJId YMEHBIIWINCH
HEIOCTATOYHO, YTO TOBOPUT O HEBEICOKOM 3(D(eKTUBHO-
CTH TIPOBOIMMOIT Teparmu. Takas TMHaMUKa He Xapak-
TepHa HU JJI1 pabIOMUOMBI, HU 1151 (QUOPOMBI, I MOXET
COOTBETCTBOBATH CMEITAHHOKJICTOYHOM OITYXOJIH C IIPH-
3HaKaMU XpOHUYECKOTO BOCIIAJICHUS U MHOWIBTpALINCH
CTPOMBI JTUMGMOUIHBIMU KJIE€TKAMU, B KOTOPbIX MOXET
HaOII0OaThCST dKCIpeccusl (pakTopa HEKpPO3a OITyXOJIr
W WHTEPJICHKIHA-2, YYyBCTBUTEIBHBIX K MMMYHOCYIIPEC-
CUBHOII Tepanmuu ¢ mpuMeHeHueM Ojiokatopa m-TOR.
[To maHHBIM aHaNM3a Pa3TUIHBIX CIICHU(GUICCKUX pe-
KMMOB BU3yaJIM3alliy U PACIIPENeICHUI0 KOHTPACTHOTO
BEIIIECTBA B OITYXOJIM COCYOMCTOE ITPONCXOXKICHNE Ma-
JIoBeposITHO. HapyireHus puTMa, BBISIBIICHHBIC BIICPBBIC
B Bo3pacTte pebEHKa 2,5 roaa, SBISIOTCS BeChMa TPEBOXK-
HBIM npusHakoM. O0bsIcHUTD TTapokcu3Mbl KT Ha ¢o-
HE BJIEKTPUIECKON HEeCTaOMILHOCTA MUOKapaa HETb3sI
KapIUOTOKCUYHOCTBIO ITPOBOAUMON Tepauu — BUpa-

’Ka KapAUOTPOMHBIX MapKepoOB HE 3aperMCTPUPOBAHO.
BeposiTHO, XeaynouykoBble apUTMUM CBSI3aHBI C CaMOit
omyxoJbto JIZK — Tpakuueit u HaTsikeHUeM cy0aHI0Kap-
IUAJTbHBIX OTAEJIOB ¢ (hOpMUPOBaHMEM o4yaroB huodpo3a,
YTO MOATBEPXKAAETCS JOKaJbHOU rurnokuHesueit JIZK.

IIpornos aas nampenta. Lleaecoodpa3Ho MPOAOIKUTD
crneurduueckyto tepamnuto 6iokatopom m-TOR Bropoit
reHepamun (3BEpOTUMYCOM), KaK MUHUMYM, IO TOCTH-
JXKeHUs 3-X JIETHEro BO3pacTa ¢ OLIEHKOW MPOTUBOOITY-
XOJIEBOTO OTBETa B IMHAMMWKE W JAJTbHEHUIIETO peIIcHMS
BOIIPOCA O MPOBEICHNN XUPYPTUISCKOTO 3Tara JICUCHMSI.
ITporHO3 WIS KU3HU CePhE3HbBINA.

HNudopmupoBannoe coracue. OT MaTepy TMalveHTa
MOJTYYE€HO MUCbMEHHOE T0OPOBOIIbHOE MH(MOPMUPOBAH-
HOE comacKe Ha MyOJMKAILIMIO OTTMCAaHUS KIIMHUIECKOTO
chyyas (mara roanucanus 28.01.2025).

OTHOImEHUs U AedTeIbHOCTh. Bce aBTOpHI 3asBisIOT
00 OTCYTCTBUM MOTEHIIMAIBHOTO KOH(MIMKTa MHTEPECOB,
TPeOYIOIIero pacKphITUs B TaHHOM CTaThe.
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