PAZIOJIONYHUIA BICHNK

OOM - B 3,88 pa3sa (p<0,001), 4em y GONbHbLIX 3TOW
rpynnsl ¢ OOM <30 mn. B rpynne 60/bHbIX C NpepBaH-
HbIM MoYeuncnyckaHmem nokasatenm YOI Obiiv Ha TOM
e YPOBHE, YTO 1 B rpynne 60/bHbIX C 0OCTPYKTUBHbLIM
Tunom YOI . MNokasatenu YOM y 601bHbIX 3TOW rpynnbl
¢ OOM <30 Mn cyLIEeCTBEHHO HE OTNNYA/INCL OT Tako-
BbIX Y 605bHbIX ¢ OOM <30 mn, Tak xe, kak n O,
BmecTe ¢ Tem OOM 6bin B 11 pas 60bLwmMm.

BbiBoabl. KonnyectBeHHble nokasatenn YOM npwu
XPOHMYECKOM MPOCTATUTE HE HaxoOsTCs B MPsIMOM
3aBUCMMOCTM OT oObema npeacTaTesibHOWM Xenesbl U
obbemMa OCTaTO4YHOM MOYU. TONBKO KOMMIEKCHOE
ncnonb3oBaHne Y3 n YOM nos3eonsieT nosyydnTb
OOBLEKTMBHYIO KApPTUHY COCTOSIHUS YPOOMHAMMUKMA HUX-
HUX MOYEBbIX MyTeil y 60sbHbIX C XI1. BbiSiBNEHHbIE
BblpaXKEHHbIE NBMEHEHWNS YPOONHAMUNKN Y 26,5% B60sb-
Hbix ¢ X1 TpebyloT Ha3HAYEHNS B KOMIMJIEKCHOW Tepanmm
anbda-aapeHob10KkaTopPOoB..
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BctynneHune. OCTpOBKOBbIE OMYX0/M NOAXENYA04-
HOW Xene3bl — 3TO NMPeXae BCEro aAeHOMbI U pexe —
ageHokapuyHoMbl. Okono 60% Bcex 3HOOKPUHHBIX
onyxonen NoaxXenynoyHON Xenedbl — NHCYNMHCEKPE-
Tupylowme. MHcynnHoMma BCTpPeYaeTcsd peako —
1:1 000 000, B oCHOBHOM GOnelOT MI0AM B BO3pacTe 26-
55 neT, y HOBOPOXAEHHbLIX U OEeTelr paHHero BO3pacTta
[MarHoOCTUPYETCS B UCKITIOUUTENbHBIX crydasx [1-3, 6, 7].
Y HOBOPOXOEHHbIX KpaHe CI0XKHO 3anog03pUTb Mnor-
JIMKEMUWYECKME COCTOSIHUS, 0BYCIOBNEHHOE UHCYSINMHO-
MOW, TaK KaK He CyLLeCTBYET cneundunyeckmnx CUMNTOo-
MOB, N KJIMHMYECKME MPOSBIIEHNS MOIYyT BCTpeYaTbCs
npuv opyrmx 3aboneBaHnsx nepnoga HOBOPOXAEHHOCTU
[1-3]. BbisBneHne o6beMHOro 06pa3oBaHns B Noaxe-
Nyao4Hon xenese npu nposegeHun Y3WU v/vinu mynb-
TUCNMPanbHOM KOoMMbloTepHO Tomorpadpum (MCKT)
CBMAOETENBCTBYET O HANNYMM MHCYIMHAPOOYLMPYIOLLEN
onyxonu. B aTtom cnyyae Heo6XoAuMMO reHeTUHeckoe
nceneposaHe n MN3T/KT-ckaHnpoBaHue, pesynbTaThbl
KOTOPbIX MO3BOASIOT AnddepeHumpoBaTb GOKaNbHYIO U
onddy3Hyo GOpPMbl MHCYIMHOMBI M ONMPEAENNTb TakTU-
Ky neyeHvs [4-7].

MpmBoaMM co6CTBEHHOE HAOMIOAEHWE MauneHTa ¢
VIHCY/IMIHOMO.

PebeHok [1., manb4mk, pogmncs B XapbKOBCKOM
ropoackomM nepuHatanbHoM ueHTpe (XITILL) ot nepsown
6epemeHHOCTU. BepemMeHHOCTb npoTtekana Ha doHe
KOMbNNTa, OTEKOB BGEPEMEHHbIX, MPU3HAKOB MaTO4YHO-
nnaueHTapHon nHdekummn (MIMM) no paHHbIM Y3 B 19-
20 Hepn,. PebeHok poauncs B cpoke 39 Hef,., poabl camo-
CTOSAAITENbHbIE, OKOJIOMIOAHbIE BOAbI CBeTNble. Macca
Tena — 3700,0 r, poct — 54 cm, OI' — 35 cm, OI'K —
34 cm. Mo wkane Anrap — 8-9 6annos.

B BOo3pacTe 8 4acoB XM3HN OTMEYanoch yxXyaLleHne

COCTOSIHUS 3a CYET HapacTaHus HEeBPOJIOrMYECKOWN
cUMMTOMAaTUKM B BUAE cuHapoma Bo30yxaeHus LIHC,
CY[0por, AbiXaTeNbHOW HeaoCTaTO4YHOCTU, pebeHoK
Obln nepeBeeH Ha VIBJ1. T'vnornukemus (2,1 mmonb/n)
koppuruposaHa 10% pacTtBopom raoko3bl. CocTos-
Hue pebeHka Ha poHe NPOBOANMON Tepanuu yiyyLlm-
JI0Cb, OJHAKO CYO0POrn COXpPaHannchb Ha GoHe NPoTu-
BOCYO0POXHOM Tepanun. YposeHb ropMoHoB (T4, TTT,
VIHCY/NIVH, NapaTropMoH) B KPOBM B Npefenax HopMmbl.
MokazaTenu rnmkemumn konedanucb B Npeaenax: HaTto-
wak — 2,0-6,5 mmonb/n; yepes 2 yaca nocne egpl —
3,1-7,0 mmonb/n.

Mpy pYTUHHBIX YAbTPA3BYKOBbLIX UCCAEL0BAHUAX
naTosornm NoXKenyao4HONM xene3bl He ObIIO BbiSBIE-
Ho. MpoBeneHo LeneBoe ynbTPa3ByKOBOE CKaHMPOBA-
Hue Ha annapate LOGIQ-e nuHenHbIM gatymkom 5-13
Ml y noctenn 60/bHOr0 B COCTOSAHUM PUINONOrNyec-
KOro CHa C 403MPOBaHHON KOMMpeccuel Ha OPIOLLHYIO
cTeHKy B pexume CrossXBeam. CTpykTypa nomxeny-
[OYHOW Xenesbl HeOAHOPOAHAsA 3a CHET MMMO3IXOreHHOMN
30Hbl 6x5X2 MM, PacrnofIOXXEHHOM MO 3adHelr noeep-
XHOCTW Tena, BEPOSTHO, MHCYSIMHOMA.

B Bo3pacTe 3,5 mecaueB pebeHok Obl1 HanpaeieH
B Hans Christian Andersen Children’s Hospital.
O6HapyxeHa reHeTuyeckas MyTauUs OTLLOBCKOM
ABCC8 Q923X. EGUHMYHbIN aNn304, NaAeHNS MIOKO3bI
kpoBu o 1,0 MM, nucynmu 235 pM (N 18-173 pM).
YpoBeHb Trntoko3bl 06e3 okTpeoTuaa COCTaBAan
11,4 mr/kr/muH. MNMpoeenena 18F*DOPA PET/CT, BbisiB-
JIEHO 04YaroBOe MOpPaXeHWe NOAXENYA0HHON Xenesbl B
30He nepexoaa TeN0-XBOCT.

B xone onepauum noaresepxaeHo ¢pokycHoe nopa-
XEHWEe NOAXENYA04YHOM XeNe3bl, BbISBEHHOE KIVNHW-
yeckn n npu nposegeHun Y3U B XITIL, n M3T B Hans
Christian Andersen Children’s Hospital. lNMpon3segeHo
yoaneHne obpasoBaHus 6e3 OOMOSIHUTENBHOW pe3ek-
UMM NOLKENYOOYHON Xenesbl. YPOBEHb [JOKO3bl B
KPOBW HOPManM30BaJICs Cpasy.

3aksoueHume. [lnarHocTvka BPOXOEHHOW Maslb-
dopmMaumMn NOOKENyO04YHOM Xenesbl [-KneTo4Hol’
rmnepnnasun ¢ rmnepuHCYIN3MoM — UHCYINHOMbI Y
HOBOPOXOEHHOIO ABASETCS AMArHOCTUHECKM CIIOXKHOWN
3agavyeil BBMOY PEOKOCTM BCTPEYAEMOCTU [OAHHOM
naTonornm, HecneumdUyHOCTU KIIMHNYECKMX NPosiBIie-
HWIA. KomnnekcHasi ougeHka KAMHUKO-1abopaTopHbIX
OaHHbIX U Pe3ynbTaToB AOMNOSIHUTENbHbLIX METO0B
BM3yanmMaaumm npu TWATeNbHOM COOMIAEeHUN METO-
OVK NMpoBeAeHus MNo3BosMia YCTaHOBUTb AMArHos3
WMHCYIMHOMbI pebeHKy B BO3pacTe 2 MeC. B YCIOBUSIX
XITIL, n cBOEBPEMEHHO NPUHATL MEPbLI A9 XUPYPrn-
4YeCcKOoro JfieyeHus B Cneumann3mpoBaHHOW KIMHUKE.
YnbTpa3BykKOBOE UCCeA0BaHME NOLKENYO0HYHOM Xene-
3bl HEO6XOOMMO NMPOBOANTL C UCMOJIb30BAHNEM COBPE-
MEHHbIX TEXHOSIOTMIA NOJTy4EHUS N30OPaKEHUS BbICOKO-
ro paspeLleHust.
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BcTtyn. Tepmoabnsuis (TA) LMPOKO 3aCTOCOBYETHCS
U191 MasI0iHBa3MBHOIO JTIKyBaHHS! BOMTHULLEEBMX YTBOPEHb
y TKaHuHax. MNpobnemMoto rinepTepMidHUX MeToniB Niky-




