26-27T maprta 2024

KoHdepeHUUA No opdaHHbIM U AETCKUM
3HOOKPWHHBLIM 3aboneBaHKUAM Bt l

Omaposa 3 B.1 FIHap 3.A.1, bapxaHckoBa E.A.?, KonogknHa A.A.1

JHAOKpPUHHAaA opdaHeTUKA:
AOCTUXXEHUSA U NepcneKTUBbI

'HL PO ©I'BY «HMWLU snaokpuHonorun» MuHsgpasa Poccum
2 FocyuapCTBeHHoe aBTOHOMHOE y4ypexaeHue 3apasooxpaHeHus "ObnactHaa geTckaa KnmHnyeckasa oonbHuya"

BBEOEHUE. PeoxpoMounuTOMa - KaTexosilaMUH-CeKpeTupyroLiasa HeMPOIHAOKPUHHAA ONyXO0JSsib MO3roBOro Crnosi HaANoO4Ye4YHUKa, CocTosiLias N3 XpoMaPuHHbIX KNeToK. PeoXpoMOLUTOMbI MOTYT ABMIATLCS
cnopagnvyeckmmum onyxonamu, ogHako Ao 60-80% cny4yaeB BCTpe4vyaloTCA B COCTaBe HacrieACTBEeHHbIX CUHOPOMOB, Hanpumep, cuHapoma ¢poH Xunnensa-Jiviaay (VHL-cnHgpom) c ayToCOMHO-AOMUHAHTHBLIM TUMOM
HacneaoBaHuda. VHL-cuHapom cBsi3aH C NOXXU3HEHHbIM PUCKOM Pa3BUTUA reMaHrmoobs1acTtomMm ceTyaTKy rnasa v LeHTpasibHOU HePBHOU CUCTEMbI, (PEeOXPOMOLIUTOM U NOYEYHO-KITeTOYHOUN KapLUMHOMbBI.

Peoxpomouutoma BbisBnaeTca y 10-20% naumeHToB ¢ VHL- CMHp,pOM N HepeoKo sAABNseTcA nepBb|M KOMnOHeHTOM 3aboneBaHuA.

KNMUWHUYECKWUU CNTYYAMN. [TauneHTy P exxerogHo npoBoansnioch Y 3-
nccrnegoBaHme DPIOLLIHOM NOSIOCTU B CBSA3U C OTAMOWEHHbIM HAcNeACTBEHHbLIM
aHaMHe30M Mo oTuoBckon nuHum (Puc 1.).

> 6 Nner:
BblpaXXeHHas NoTNMBOCTb, Taxnkapams u nosbiweHne ALl oo 175/130 mMm.pT.CT.
> 6.5 ner:
NoABMIEHNE aCMMMETPUN Nnua, NPaBOCTOPOHHENO Napes3a NULEBOU MyCKynaTypbil
> [ nerT:

OCMOTP - KOXKHble MOKPOBbI MOBbLILLEHHOW BNaXHOCTW, NarodTanbM cnpasa,
CriaXXeHHOCTb NOOHON 1 HOCcorybHoM cknaaok cnpaBa

nabopaTtopHoO: nosblileHne xpomorpaHmnHa A (> 900 MKr/n) n ypoBHs
HopMeTaHeMpPUHOB B CyTOYHOM aHanunse mo4n (Puc 2).

Y3U + MCKT: B obnacTtu neBoro Hagno4ve4yHuka onpegensercs obpasoBaHme
pasmepamun 36x34,5x29 mm (Puc 3.)—— «PeoxpomMmoLuMTOMaA NeBOro
HaAno4Ye4YHukKa»

Tepanua. anbda-agpeHobnokaTopsl (AoKkca3o3nH) 1 Mr/cyT ¢ noBbilLeHMeM A0 8
Mr/cyT — cHuXeHue ALl npun coxpaHsawoLllenca Taxmkapanm — beTa-
agpeHobnokaTopkl (buconposnon) 5 Mr/cyt —— HopManusauus
cpenHecyTo4HbiX nokasatenen Al n YCC.

Ha MmomeHT obcrnengoBaHua Apyrnx KOMNOHEHTOB cUMHApPOMa He BbiaBrieHo. MPT
rOyTIOBHOrO MO3ra - AaHHbIX 3a Hann4ine obbeMHbIX obpasoBaHun LIHC He
noJsly4eHo.

g
I'IpOBeueHo nonHoe cekBeHnpoBaHue reHa VHL- BbigBNeH onncaHHbINA paHee,
¥ .
wkIretepo3nroTHbi BapuaHT ¢.188T>G p.(Leu63Arg) —— cnHaApoM dhoH Xunnens-
#JInHpay.

3

:;|PapnkanbHoe neYveHue: NeBOCTOPOHHSAS agpeHanakToMus, B
" |[nocrieonepaunMoHHOM Nepuoge — HopManusaums nokasatenem reMoanHaMuKN.
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Pesynbtatr EO.u3aMm PedepeHTHbIe
KULLeYHUKa npegnersbl
(DEOXPOMOLIMTOMa MeTaHedpUHbI 08 MKI/CyT 25-400
(20 pet HopmeTaHedpuHbl 400071  MKF/CyT 35-500

Puc 2. CyToOYHbIM aHanmM3 Mo4n Ha MeTaHEPUHDI,
HOpMeTaHed@PUHDI

deoxpomountoma(20
NeT )+remaHrmoma
ceTyaTku

MCKT Hagno4ye4YyHuKoB
obbeMHoe obpa3oBaHMe NEBOro HagNoO4Ye4YHuKa,
OBOUOHOWN POPMbI, C HETKUMUN POBHLIMU KOHTYpaMMW,
pasmepamm 36x34,5x29 MM, UHTEHCUBHO

HakannmMBatloLlee KOHTPACTHbLIU npenapart (NNOTHOCTbLIO B
deoxpomountoma(o

deoxpoMounUTOMa, HaTmBHYyto dpasy 40 ea.H., 251/141/90 eg.H. B
fIeT ) +reMarroma cuhapom VHL apTepuarnbHyto/ BEHO3HYI0/ OTCPOYEHHYIO hasbl
CeTHATEA / COOTBETCTBEHHO).

Puc 1.PoaocnoBHasa cembu

3AKJITIOYEHUE. JaHHbLIN KNUHNYECKUN crnyYau AeMOHCTpUpYyeT YCnewHOCTb paHHen
AWarHOCTUKU, npeaonepauMoHHOU NOAFOTOBKU U XUPYPruvecKoro rie4yeHus
dheoxpoMOLUTOMbI Y Marib4MKa ¢ OTAroweHHbIM HacneacTBeHHbIM aHaMHe30M. CtouT
OTMETUTb BaXXHOCTb NpoBeAeHUSA FreHETUYECKOro KOHCYNbTUPOBaHUA POACTBEHHUKOB
nepBON NMUHUU. YYUTbIBaA PUCK NPUCOEeANHEHUA APYIUX KOMMOHEHTOB CUMHAPOMA, NaUuUEeHTLI
c BepupmumMpoBaHHbLIM ANAarHO30M HYXOAlOTCA B €XXerogHoOM CKPUHUHTre.

KOHTAKTbI: Omapoea 9nbmupa Ea(‘]pamoeH,
opduHamop ML P® orby «HMUL

3HOokpuHosiocuu» MuH3dpaea Poccuu, Mockea,
Poccus
E-mall: omarova- elmlra@lnbox ru




