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HaCAE€NCTBEHHBIX MOHOTE€HHBIX 3aboaeBaHHU. B HacTosimiee BpeMsi omucaHo 7
TUIIOB, U3 KOTOPBIX HAauOOAbIIIee KAMHUYECKOe 3Ha4YeHUE UMEIOT IIepBhIe ABA.
BoaesHsn Pexkaunraysena (BP, HeipodubpomaTos I THUIIA,
nepudepudeckuii Hetipocpubpomaros, HP 1) orHocuTca K TpyIIie CUCTEMHBIX
HaCAE€OCTBEHHBIX HEHPOKYTAHHBIX (DAKOMAaTO30B U XapaKTepPHU3yeTCsd Pa3BUTHEM
OITyXOA€H SKTOAEPMAABHOT'O ITPOUCXOXKIEHUs. 3aboaeBaHUEe OBIAO OIIMCAHO B
koHile XIX Beka yuyeHUKOM Pynoasda BupxoBa Ppumpuxom ¢QoH
Pekannrxaysenom. BP BcTpeuaerca ¢ gactotoi 1:2000 — 1:3500 HaceaeHusd, B
Poccuu 1,28:10000 [6; 7; 16; 20]. Oba 1mosa 00OA€IOT OOMHAKOBO 4YacTo. Tum
HaCAeOOBaHUS ayTOCOMHO-AOMUHAHTHBIH C BBICOKOH NEHETPAHTHOCTBIO

(6am3koit Kk 100%) 1 BapruabeAabHOM 3KCIIPECCUBHOCTEIO.

KpuTepHH AHArHOCTHKH:

I[Ipu nocranoBke pauarHo3a NF1 pekomeHayeTcd  HCIIOAB30BaTh
AUaTHOCTHUYECKHE KPUTEPHH, peKOMEH0BaHHble MexXAyHapOoAHBIM KOMUTETOM
9KCHepToB Mo HeipodubOpomaroldy. CoraacHo atuM KputepusaMm, NF1 moxer
OBITH AUATHOCTHPOBAH IIPH HAAWMYHU y OOABHOTO HE MEHEee ABYX M3 CAELYIOIINX
IIPHU3HAKOB:

1) He MeHee 5 IIUTMEHTHBIX IATEH IBeTa «KOoPe C MOAOKOM» AHUAMETPOM
boaee S MM y meteit no mybepTaTHOrO Bo3pacra U He MeHee O IIITeH JUaMeTpOM
boaee 15 MM B IOCTIIyOepTaTHOM BO3PacCTe;

2) nBe u Goaee HelipodUOPOMBI AIOOOTO THIIA HAM OHA ITA€KCH(POpPMHAd
Hefipodubpoma;

3) BECHYIIIYaTOCTh B IIOAMBIIIEYHBIX UAH [1aXOBBIX CKAQIKAX;

4) nucnaas3us KpblAa KAMHOBHIHONM KOCTH HAM BPOXKIEHHOE MCTOHYEHUE
KOPTHKAABHOTO CAOSI IAMHHBIX KOCTEH C IICEeBIOaPTPO30M HAHM Oe3 Hero;

5) ramoMa 3pUTEABFHOTO HEPBA;

0) ABa y3eaka Aulla Ha pagyKKe U 00Aee ITPU UCCAENOBAHUU C IIOMOIIIBIO
IIIEAEBOM AQMIIbI;

6) Haan4yMe y POACTBEHHUKOB IepBoii crerieHU poacrBa NF1 mo tem xke
KPUTEPHSIM.

[Ipu mocTraHoOBKe KAMHHYecKOoro auarHoza NF1 Heobxommma KOHCYABTAIIUS
Y3KUX CIIEILMaAuCTOB: HEBPOAOTa, o(TaAbMoOAOra, AepMaToaora, Xupypra (o

IIOKa3aHHUAM — OHKOAOI‘a), Heﬁpoxupypra, reHeTuka. BaxkHO AWYHO OCMOTPETH



KaK MOXKHO OOABIIIEe POJCTBEHHHUKOB, €CAU B CEMbE OOHapPYxKEH XOTs ObI OIUH
YEeAOBEK C MATHAMH Ha KOXKe I[BeTa «KOoe C MOAOKOM» HAU TPU HAAUYUHU
yKa3aHUl B T'€HEaAOTHYEeCKOM (ceMeHHOM) aHaMHe3€ Ha 4YAeHa(oB) CeMbU C
BEPU(PUIIMPOBAHHLIM (MAM IIpearionaraeMbiM) pawmarHo3om NF1, yuuThIBas
ayTOCOMHO-IOMHUHAHTHBIM TUII HACAE€NOBAaHMUS U BBICOKYIO IIE€HETPAHTHOCTH
3aboareBaHUsi. ECAM B TaKOH ceMbe UMEIOTCS AETHU HUAU MOAPOCTKH, HEoOXomaumMa
UX AUCIIaHCepu3alus, Tak Kak nad NF1 xapakTepHO nmogBA€HUE U HapacTaHUeE

KAMHHUYECKOM CUMIITOMATHUKH C BO3pacToM.

AuddepeHnnasrHasas AHArHOCTHKA:

Boaee yem nipu 100 HacAenCTBEHHBIX OOA€3HEH U KOHT€HHUTAABHBIX CUHIPOMAX
BBISIBASIOTCSI KOXKHBIE IISITHA THIIA «KO(Pe C MOAOKOM». Harlie
nudpdepeHnmasbHadg guarHoctuka NF1 npoBoauTcs ¢ HetipopubpoMmaTo3oM 2
Tuna — NF2 (cuH.: LleHTpaAbHBIH HelpodubpomaTos, OuaaTepasbHad
BeCTUOyAdpHAad IIIBaHHOMA, OMAaTepasbHas aKyCTHYeCcKas HEBPHHOMA),
aebroTHpyIoas OQHO- AW ABYXCTOPOHHHUM HapylleHuem cayxa. [Ipu NF2
BO3MOXKHBI U ApyTrHue onyxoau [ITHC: MEHMHTHOMBI, TAUOMBI, IIIBAHHOMBI.
XapakTepHa I0BEHUAbHAd 3aHAd CyOKalicyAsdpHas KaTtapakra. Kpome Toro,
auddepeHIasbHad JUArHOCTUKA [IPOBOAUTCS C HACAE€ACTBEHHBIM
HEIIOAUIIO3HBIM pakoM ToacToro kuinedynuka (HNPCC, anra.), mmBaHHOMAaTO30M,
cunapomoMm LEOPARD, cunapomomMm McCune-Albright, cunagpomom Noonan,
paccesaHHON 3HAOKPHUHHON HeomnaasMoH 256 Tuma, pacCeaHHBIM AUIIOMAaTO30M,
cunapomoM Bannayan-Riley-Ruvalcaba, :oBeHHABHBIM T'MaAMHOBBIM
dpudbpoMaTo3oM, KOHTEHUTAABHBIM I'eHEPAAN30BaHHBIM (PUOPOMATO30M,
paccedHHBIMHU HHTpPaAepMaAbHBIMU HeBycaMu, cuHapoMmoM Klippel-Trenaunay-

Weber, cungpomom Proteus, «meroit uepToii».

AeuyeHHe:

B HacTosimiee Bpemsa He pa3paboTaHo crienu@UIecKoil (IaToreHeTHYeCcKow)
Tepanuu NF1. [Tpu HapymieHusax o6y4aeMOCTH ¥ KOTHUTHBHBIX HAPYIICHUSIX
pekoMeHayeTcs: obydeHue aeTeil ¥ MOAPOCTKOB B CIIEIIIIKOAAX U IPOBEAECHUE
COIIMaABLHOM peabuauTaiiii 60ABHBIX. OIIyX0AU IBASIOTCS IPUYNHON 60A€BOTO
CUHApoMAa U CHUKeHUs PyHKIUH. [Ipu BeIpakeHHOM 60A€BOM CHUHIApPOME

HaSHa4YarTcd HHBC, HEOIIMOAHBIE U OIIMOMAHBIEC AHAABI'€THKH,



TPULIUKANYECKHE aHTHAEIIPECCAHTHI (OCTOPOXKHO B BH/IE PHUCKA IIPOBOKAIINH
CYIOPO3KHOT'0 CHHAPOMA), ToIIMpaMar (TollaMakc), HEUpOHTUH (rabareHTUH).
OpTroneanyecKue olepalyy IoKa3aHbl IIPHU HaAUYHUH KOCTHBIX JeopMaliui,
CKOAMO3a. XUPypPrudecKye oleparnui TakK:Ke IPOBOAITCS IIPHU HAAUYHHU
00AE3HEHHBIX HEUPOPUOPOM HAM HEHPOPUOPOM, AUTIOM HAU ITAITUAAOM OOABIITHX
pasMepoB, a TaK>Ke IIPU PACIIOAOKEHHH OITyXOA€H B 00AACTSAX MTOCTOSTHHOM
TpaBMaTHU3AIIUU UAU OIIyXOAEH, ABASIOIINXCI IPUYNHON KOCMETHYECKOTO
nedekra. AydeBad Teparnusa U XUMeOTePaIlus BbIIIOAHAETCH B CAyYadx

MaAUTHH3alUHU onyxoael (oT 3 mo 20% Bcex caydaeB NF1).



CnHCOK AHTEpaTyphI:

1. HEMPO®UBPOMATO3 IIEPBOT'O TUIIA (BOAE3HBb PEKAMHIXAY3EHA)
H.A. lllnatinep, A.1. I'opeaos.
2. Yopumnesa M.A., BoukapeB FO.M., T'aavmepun A.M., T'oaoBweipuHa U.A.,

I'ypkoBcKas E.IT. KO2KHBIE [TPOSIBAEHW A BOAE3HU
PEKAUHTAY3EHA // CoBpemMeHHbIe ITPOOAEMBI HAYKHU U OOpa30BaHUSI. —
2016. — Ne 6.;

3. Bamuonuenko E.B., Kazakosa I1.0. HEMPOKYTAHHEIE 3ABOAEBAHUY
// MexayHapooHbI#i CTyZIeHYeCKHUH Hay4YHbIH BeCTHUK. — 2017. — No 6.



	f156093993d1942fdf3ebf03b7deb2bde23d802644bc30122dc9bd0a78303a30.pdf
	f156093993d1942fdf3ebf03b7deb2bde23d802644bc30122dc9bd0a78303a30.pdf
	Введение:
	Критерии диагностики:
	Дифференциальная диагностика:
	Лечение:
	Список литературы:


