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POCCHCKI BECTHUK [ETCKOM Xvpypran,
IX ®apym aeTcKmx x1pypros Poccin Tom 13, Cneubinycx, 2023 aHEeCTe3MOMON N V1 PEaHUMATONOM M

[NPO®UNIAKTUHECKAA TUPEOUAIKTOMUA Y DETEN
¢ CchHgPOMOM MHOXECTBEHHOM 3HOOKPUHHOW HEOMNJIA3UA

Foctumckuin A.B.!, Matseesa 3.C.2, Kapnarckuit U.B.2, Mepenepees C.C.2

! [leTCKuiA ropoficKOM MHOTOMPOMUIbHBIA KIMHUYECKMIA CMIELManM3NPOBaHHBINA LIEHTP BbICOKUX MeMLIMHCKUX
TexHonorui, CankT-letepbypr, Poccus;
2 CaHKT-MeTepbypreKuii rocyiapCTBEHHbIN NeaNaTpPUYecKuin MeanUMHCKIUA yHuBepeuTeT, CaHkT-Tetepbypr, Poccus

AxtyanbHocTb. MeaynnspHbId paKk LWUTOBMAHOM enesbl B COCTaBe CMHAPOMOB MHOXECTBEHHOM 3H-
LOKPWHHOW Heornasun (M3H) 2-ro Tuna, HacneayeMbln ayTOCOMHO-AOMUHAHTHO, IBNSETCA OCHOBHOW
NPUYMHOW NeTanbHOCTU Npu 3TOM 3aboneBaHun. BBuUAY BbICOKOW NEHETPAHTHOCTM MeAYNNSPHON KapLm-
HoMbl, gocTuratowwen 100 %, netaM-HocuTeNsM AedeKTHOro reHa peKOMeHA0BaHO BbINOMHEHUe npodu-
NaKTUYeCKON TUPEOUAIKTOMMM B Bo3pacTe Ao 3-5 neT npu cuHapome Cunnna u B BospacTe o 12 Mec.
npu cuHapome fopnmnHa, uto no3sonset usbexarb pa3suTUA C-KNETOYHOrO paKa U ero OCOKHEHWI.

Matepuansl u Metoabl. B nepuog ¢ 1973 no 2022 r. onepupoaHo 18 6onbHbIX ¢ cuHapoMoM M3H,
B TOM umncne, 8 peteir. Y Bcex 8 peten B Bospacte ot 4 o 18 net (3 geBOYKM U 5 ManbumMKoB) AMarHo3
cuHapoMa M3H noaTtBepAeH Mo pe3ynbTaTaM reHETUHECKOro CKPUHMHMA. Y 7 peTeit MofieKynsipHo-
reHeTMYeCKUM uccnepoBaHmeM (Mytauma B C634 (T1900C) B 11-M 3k3oHe reHa RET) noaTBepAaeH
CMHLPOM MHOXXECTBEHHOW 3HAOKPUHHOM Heonnasun tuna 2A (cungpom Cunnna). Y pesoykn 10 net
AnarHoctmpoBaH cuuapoM M3H tuna 2B (cuHapom lopnnHa), Mytauma RET p.M918T. B 6 Habnonenusx
NpU4YMHOK 0bcnenoBaHusa aeTen bbino BoisBNeHMe MedynNSApHON TUPEOMAHOW KapUWMHOMbI Y B3pOC/Oro
YneHa cembu. [IByM [eTAM reHeTUHecKoe MCCNefoBaHMe NPOBOAMIOCH MOCAEe FMCTONOrMYEeCKoro noa-
TBEPKAEHUS MeLy/IAPHOIO PaKa B yAaNeHHOM WMTOBMAHON Xene3e. Tpoe nauueHToB LETCKOro Bo3pacTta
OTHOCATCA K OJJHOW CeMbe, Y 5 YIeHOB KOTOPOM B TPeX MOKOJIeHUsAX AMarHoCcTUpoBaH cuHapoM Cunnna.
CvHapoM lopnnHa reHeTMYecku noaTBepxaeH y AeBoykn 10 neT npu BbIABNEHUM MHOTOGOKYCHOMO Me-
AYNNSPHOro TMPEOMAHOIO paKa C MeTacTa3aMu B LUeliHble IMdoy3nbl. [pu 0bcnesoBaHum oo onepauum
y 4 (50 %) peTeit KNMHUYECKMX U NabOPaTOpHbLIX NPOSBEHWA MEAYIAPHOIO PaKa LUMTOBULHON Xenesbl
BbISIB/IEHO He Oblf10, HO HECMOTpPSA Ha 3T0, Y ManbyuKa 5 NeT MHTpaonepaLnoHHO BbISIBIEH MUKPODOKYC
MeaynNApHON KapuuHoMsl. Elle B 4 HabniopeHUsaX AMarHOCTMPOBAHO MOBLILLEHUE KANbLMTOHMHA U y3-
noBble 00pa3oBaHMsA B LUUTOBUAHOMN Kesese.

Pe3ynbtathl. Bcem 8 nauveHtam npoussefeHa TMPeOMAIKTOMUS, a B 7 HabNoAeHMAX LieHTpanbHas
nuMmbageHakToMms. [pu rMcToNorMyYecKoM UCCNeA0BaHUN Y ABYX LeTei LUMTOBMAHAS ene3a HOpMabHO-
[0 CTPOEHMS, B OLHOM Cly4ae Np1 UMMYHHOTUCTOXMMUYECKOM MCCNEeA0BaHUM noaTBepaeHa C-KneTtoyHas
runepnnasms. Y 5 onepupoBaHHbIX AMarHOCTUPOBaH MeaynnsapHbIi paK. Y pebeHka ¢ cuHapoMoM [opivHa
BbIIB/IEH MHOTO(OKYCHbIN MepynnsapHbin pak T4AN1bM1, BbinonHeHbl 3 onepauun — TMPEOUAIKTOMUS,
bokoBas LweiHas NMMMQaaeHIKToMUsA ¢ 0benx CTOPOH M ydaneHWe MeTacTa3a KapuWHOMbI B peTpoda-
pUHreanbHblid IMMbaTMYecKuin y3en.

3akstoyeHne. TakuM 06pa3oM, TMpPEOUAIKTOMMA bbina NpodunakTUHecKon ToNbKo Yy 3 feTel B BO3-
pacte 4-10 net, y ocTa/bHbIX MaLMEHTOB AMArHOCTMPOBAH MeAYNNApHbIA TUPeouaHbIN pak. Hambonee
arpeccBHbIM TeYEHUEM OTNIMYanach MeaynispHas KapuuHoMa B coctaBe cuHapoma [opnauHa. Heobxo-
AMMO 00paTUTb BHMMaHWe Ha CBOEBPEMEHHOCTb BbIMOHEHUS TEHETUYECKOTO UCCIeL0BaHUA B CEMbAX
¢ 6onbHBIM cuHapoMoM M3H poacTBeHHMKOM. [lpodmnakTnyeckas TUPeOMAIKTOMMUA Y LeTen-HoCUTeNeN
AedeKTHOro reHa npesynpexaaeT pa3suTUe MeLyNIsApHOro paka.

Knwoyeesie cnoea: MefynnapHbIi paK; LWNATOBUIHAA eNe3a; CUHAPOM MHOMKECTBEHHOW 3HAOKPUHHON Heonnasum;
cuuapoM Cunnna; cuuapom FopnmHa; feTu.
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