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AKTyanbHOCTb: CnuHanbHble 3NeHAUMOMbI NPeACTaBNfOT COBOM NOAMHOXECTBO  3MeHAMMOM
Onyxonein rnManbHOro MNPOUCXOXKAEHWUS, BO3HMKAIOWMX M3 3MNEHAMMANbHOW BLICTUIKKM KEenya0uKOBOM
cuctemsl. B uenom aneHauMMomMbl COCTaBNSAT 3—6% onyxonew LeHTpanbHoi HepeHou cuctemsl (LIHC) n 15%
onyxonei cnMHHOro Mo3sra. Pacnonoxenue 3neHaumoMm B LUHC koppenupyer ¢ BO3pactoMm: y perten
npeobnafaloT BHyTpu4yepenHole opMbl, @ CNMHanbHbie GopMbl Yalle BCTpevaloTcst y B3pocnbix nocne 40
net. lNokasatens 3aboneBaeMoCTH Bbile Y ManbYMKoB, 4eMm y pgesodek - 4,2 u 3,8 Ha 100 TwIC.,
COOTBETCTBEHHO. EXXeroaHo BbISBNAIOT 2,2 HOBbIX CNlydast Ha 1 MAH. AETCKOro HaceneHus.

Ha MPT 3neHauMMOMbI NPOSBNSAIOTCA B BUAE NOKANbHOMO YBENUYEHUS CNMHHOIO MO3ra v ABNAITCA
FMNePUHTEHCUBHLIMK Ha T2-B3BeLUeHHbIX M3006paXeHWax U rMNOMHTEHCUBHBIMA MM M30MHTEHCUBHLIMK Ha
T1-B3BeleHHbIX U306paXeHUsaxX C reTeporeHHbIM yCcuneHueMm KoHTpacta. OCHOBHbIM METOAOM fieyeHust
3NEHAUMOM AB/MSETCA XMPYPrudeckan pesekums, Kotopas obecneynBaeT NoKanbHblid KOHTpPonb B 90-100%
cnydaes, HO y 35-50% nauMeHToB 3TOro A0CTUYbL HE yaaeTcs.

MoBbIlWeHHas NPeapacnoNOXEHHOCTb K PasBUTUIO ONyXoneit y nauneHTos ¢ HelpodubpomaTtosom I
Tvna (H® 1 Tuna) obycnoBneHa MyTauuel reHa-cynpeccopa pocTa OnyxoneBblX TKaHen
HenpoakToaepManbHoro reHesa (NF1), pacnonoxeHHoro Ha AnMHHOM nneye 17 xpomocomsl. NF1 umeer
LUMPOKUI KNMHUYECKUIA CNEKTP, KOTOPbIA BK/KOYAET KaK MHTpaMeaynnspHble, TaKk M WHTpaaypanbHbie
IKCTpameaynNsapHbIe INeHANMOMbI.

Llens: npeacrasuth pesynbTaThl AWHAMMYECKOrO HAbMIOAEHUA NauveHTa C WMHTpaMeaynspHoOM
3NeHAMMOMON y nauuerTa ¢ HO I tuna.

Marepuansl 1 METOABI: MCNONL30BaH METOA KNMHWYECKoro HabnogeHns 3a nauvweHTkor Y. 13 net ¢
AMAarHo3oM: 3neHguMoMa rpyaHoro otaena cnuHHoro mosra C7-Th10, WHO Grade 2. CocrosiHue nocne
yactuyHoro yaanexdus. H® I tuna. NpousseaeH aHanus nurepartypbl.

Pesynbratbl. M3 aHamHesa: amarHo3 HO I Tvna ycraHoBneH B paHHeM Bo3pacre. HacneacTBeHHOCTb
otsaroweHa: H® I tuna y otua. B Bo3pacre 6 ner ycTaHOB/eH CKONMMO3 rPpyAHOro M NMOsSICHUYHOro otaena 3
crenenn. Heiposusyanusaumsa (MPT) BbisBuna uHTpamegynnspHoe obpasoBanue C7-Th10. MposeaeHo
yAaneHue onyxonu c nNpUMeHeHWeM HeMpOMOHUTOPUHra. YuuTbiBas ocHoBHoe 3abonesanue (H® I tuna),
Ha3HayeHo 10 UMKIOB XUMUOTEPANUMU.

Ha MOMeHT ocMOTpa B HEBPONOrMYECKOM CTaTyce: yepenHbie HepBbl 6e3 acummeTpun. HuKHWIA
CNacTUYecKuit napanapes (cuna Mol HWKHUX KOHeYHocTel 2 6anna). Mnecresms HUXKHUX KOHEYHOCTeN.
nybokas 4yBCTBUTENBHOCTb HE HapyweHa. Ta30Bbleé HapyweHus B Buae OTCYTCTBUS MO3bIBOB K
Moyemncnyckanuio, aedekaummn. Ckonvotryeckas gedopmaumsa rpyao-nosicHuyHoro otaena. MPT soissnser
NPOAOKEHHBIA POCT ONYXONW. YYMTbIBAA TUCTONOrMYECKMA AMArHO3 WM AaHHble HenpoBU3yanusauuu,
nauMeHTKe nposeaeHa NPOTOHHAs Tepanus Ha 061acTb NOCIEoNepaLMoOHHOro NI0Xa ONyX0Nu U OCTaTOMHON
TKaHU 0Opa30BaHMA LWEMHOr0 W rPyAHOro OTAENOB MO3BOHOYHMKA C OTCTYNOM Ha CyBKNUMHMYeckoe
pacnpoctpaHeHue (r. Caukt-lMertepbypr). Tepanuio nepeHecna ypoenetsoputenbHo. [oBTopHas MPT
BbISIBM1A OTPULATENBHYIO AWHAMUKY. POrHO3 COMHUTENbHLIN.

3aKno4eHne: HeCMOTPS Ha COBPEMEHHbIe BO3MOXHOCTU METOAOB WMCCNeaoBaHus, CBOEBpPEeMeHHas
[MarHoCTuKa 06beMHbIX 06pa30BaHUA HEPBHOM CUCTEMBI, OCOBEHHO Y IETEW C CONYTCTBYIOLEN NAaTONOrMei,
ANUTENbHBIM GECCMMNTOMHBIM TEYeHWEeM, OCTaeTCa BeCbMa CepbesHoW npobnemoi, obycnaenueatowen
HMU3KOE KauecTBO XM3HWU NaLMEHTOB U HEGNaronpUATHLIA NPOrHO3.
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