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JuueBoro Hepsa. [IpornocTuyeckas aAnarHoCTHYECKas LEHHOCTD CIIYXOBBIX
BBI3BAHHBIX MOTeHUHA0B cTBOsa Mo3ra (CBIICM) s 91X onyxosei
coctasnser 95%, ABNASACH OCHOBHBIM HHCTPYMEHTOM MCCIIE0BAHUs B
GeccumnToMHbIX cryyasx. CTaHAapTOM HeiipoBH3yaiu3aumnu seiasercs MPT
BHYTPEHHETO CIIyXOBOTO MPOXO0/1a B OCEBBIX H KOPOHAPHBIX MPOEKIIHAX C
KOHTpacTHpoBaHHeM H Ge3 Hero. JleyeHne npu IBYyCTOPOHHHX BECTHOY IAPHBIX
LIBAaHHOM npH Helpodubpomarose 2 tuna (HD2) spasercs cnopHbiM. bonbuimne
OITYXOJIH BBI3bIBAIOT 3HAYMTENIBHYIO KOMITPECCHIO MO3Ia U JI0JIKHBI OBITH
ynanensl. [Tpu HeGonbunx n/umm 6eCCHMITOMHBIX OITyXOJIAX HEKOTOPBIE ABTOPbI
Ha [ePBOM JTarle JIeYeHHUs BBIMOIHAIOT ONepaLHio, KaK Ty4LIyi0 BO3MOKHOCTh
JOCTHKEHHUS 001Lelt pe3eKIHH i COXpAHEHHs CIIyXa, OHAKO PUCK ATPOreHHOH
TIOTEPH ClyXa y MauueHTa ¢ GyHKUHOHHPYIOLIMM CITyXOM IPHBEI K TOMY, YTO
MHOTHE BBICTYIAIOT 32 KOHCEpBATHBHOE JIeYeHHE C OTCPOYKOH Orepaluy 10 pocTa
OITYXOJIH W/HIIH TOABJIEHHs KIHHUYECKHX CHMITOMOB. CTepeoTakcHyeckas
(paKIHOHKPOBAHHasl JTydyeBas Tepanus i CTepe0TaKCHIeCKas paauoXHUpypris
SBJIAIOTCS aNbTEPHATHBOMH, COOOINATOCH O XOPOIIMX MOKa3aTes X COXpaHeHHA
CllyXa M KOHTpoe omyXounu 10 98% cimydaes. Tem He MeHee, J0ITOCPOYHBIE
HaOIIOIeHHS 10 CHX T10p OTCYTCTBYIOT, KpOME TOr0, HeOOXOAMMO y4HTEIBAT
pazMalMOHHbIe PUCKH, CBS3aHHBIE C HHAYKLIMEHN 03/I0Ka4eCTBIIeH s OIyXOJeH HiHn
BTOPHYHBIX 3/I0Ka4€CTBEHHBIX HOBOOOPa30BaHHil B 00TydeHHBIX 30HaX.

- MeHHMHIHOMBI: Cllefyiole Hanbolee pacpocTpaHeHHbIE BHYTPHYCPEITHBIC
obpasoBanusi. OHM MOTYT OBITH € IHHHYHBIMH HIIH MHOKECTBEHHBIMH H
BO3HHMKAIOT B CHHXPOHHOM MO0 METaXpOHHOM MOPSIKE. DTH MEHHHTHOMBI
BO3HHKAIOT B 60Jlee paHHeM BO3pacTe, 4eM CIIOpaaHiecKHe MEHHHIHOMBI, HO
HCTOJIOTHYECKH OHH 100poKayecTBeHHbIE, 4aCTOTA 3/10KaueCTBEHHBIX
3a60JieBaHMil He yBeITHYHBAETCS TI09TOMY, HX JIedeHHe JIOJDKHO OBITh KaK U IpH
CIIOpaJiyecKuX BapHaHTax.

- DneHIMMOMBI: BeTpevatoTes npuMepHo B 20% H®2, 80% u3 HUX CIHHAIBHBIE, C
JIOTIOTHATE ILHBIM BOBJIEYeHHEM CIIHHHOrO Mo3ra B 10% ciyyaes. Kak npu
MEHHHTHOMaX, OHH [TOXOXH Ha CIIOpaIHyecKHe SMeHTHMOMBI H IOJDKHBI ISYHTHCS
AHAJIOTHYHO JPYTHM 3IEHIHMOMaM.

- JIpyrue: pefKne NopaKeHHsi TPOHHUYHOTO WIU JIPYTHX YePErHbIX U
CITHHHOMO3TOBBIX HEPBOB, IITBAHHOMBI MepH(EPHYECKHX HEPBOB.

JInarmocTuka

AGCOTIOTHBIM AMarHOCTHYeCKUM KpuTepreM HD2 spistoTcs AByCTOpOHHHE
uespuHomb! VIII nepsa. Takoke uarno3 HP2 ycranasnuBaeTcs pu ONpeaeneHnn
y 60JIBHOr0, MMEIOIEro MPAMOTO POACTBEHHHKA C AaHHBIM 3a60JieBaHueM, 1160
onHocToponHei HeBpuHoMbl VIII HepBa, 6o coyeTanus aByX Hiu donee
CclIeIyroInX npusnakos!:

« HelpohudpoMeI
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e  MEHHHIHOMBI (OJIHA MJIK HECKOJILKO)

e T[JIHOMbI (Ollllll HJIH HECKOJILKO)

e IUBAHHOMBI, BKJIIOYasi ClIMHAILHBIE (O/HA WM HECKOJILKO)

* IOBCHHWJIbHAA 3a1Hs C)’GKC\[]CyJ’IHpHﬂ}{ JICHTUKYJIipHasA KaTapakTa Hin
INOMYTHCHHE XpYyCTaJIHKa

[TsitHa uBeta «kode ¢ Mosokom» Habmonaiores npumepho y 80 % Gosbrbix HD2,
HO IMarHOCTHYECKOr0 3HAUEHHMS HE HMEIOT

Jleuenune

ITo MHEHHIO HEKOTOPBIX aBTOPOB, JieueHue 60bHBIX ¢ HD2 0/KHO MPOBOAUTHCA
Opurajoii CrenHanicToB, BKIIOYAIOIIeH HEBPOJIOra, HeHpOXHpYpra,
OTOJIAPHHTOJIOrA, OKYJIMCTA, PAJIMOXHPYPra H IeHeTHKa.

ITpu 1BYCTOPOHHHX HEBPUHOMAX M COXPAHHOM CIIyXe, JIeUeHHEe PEKOMEHIYETCA
HAUHHATh C OIYXOJIH MEHBLIEro pa3Mepa, MpH CHUKEHHH CIIyXa — CO CTOPOHBI
JTydlue cabluanero yxa. Ec/iu nocie nojHoro yaaneHus OImyXoiu ClIyX ¢ 3To#H
CTOPOHBI COXPAHAETCS! YAOBICTBOPUTEILHBIM, TO CIIEYeT yAAIATh APYTYIO
omyxosb. Eciu ciyX coXpaHuTh He YaloCh, B OTHOLIGHHH OCTAKOLLEHCs
HEBPHHOMbI PEKOMEH/LyeTCsl BBUKHIATe/IbHAs TAKTHKA, IIPH HapacTaHUH
CHMIITOMATHKH — YaCTHYHOE yJlaJleHHe OITyXOJIH (B CBA3M C BBICOKMM PHCKOM
Pa3BUTHS [IIyXOTbI).

Ecnu He casizannblie ¢ HD2 HeBpHHOMBI M HEHPO(GHUOPOMBI TOJIBKO CMEILAI0T
ciyXoBOH Heps, TO npu HD2 oryXxosb B BUie BAHOTPAAHBIX IPO3/bEB 4aCTO
pacrpoCTpaHseTcs Mex 1y BOJIOKHaMH 8 HepBa, YTO 3aTpy/IHSeT COXpaHEeHHE
ciyxa y atux 6omnbHbIX. Takke npu HD2 3aTpyaneHo oTaeneHne ormyXoau H oT
JIPYTHX YeperHbIX HepBOB, B MIEPBYIO OYEPe/ib - OT JIMLEBOTO.

I1py HaNM4HK APYTHX BHYTPHUEPEITHBIX HOBOOOPa30BaHHii, MOKA3aHO HX
XHPYPru4ecKkoe yianeHue, eclii 9T0 MO3BOJIAIOT JIOKAIM3alUs U pa3Mepbl
00pa3oBaHus, WM NPOBEIEHHE PaJMOXUPYPrUUYECKOr0 JIeUeHHs.

Byyuiee JaHHOH NpoGieMbl MHOTHM aBTOPaM BHMTCA B CIIEYIONIEM —
paciinposka resa HO2 1 TpaHcKkpHILus OelKa MepIIMHa, C HOCIeAyIOLHM
BBe/IeHHeM ero naruentam ¢ HD2.
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®I'BOY BO «Kpachospekitii rocy1apeTBeHHbIH MEAHLIMHCKHI yHHBEPCHTET UM,
npod. B.®. Boiino-SAceneuxoro» Mununcrepersa 3apaBooxpanenus PO

Kadexpa nepmaroseneponoruu ¢ Kypeom koemetosoruu 1 [10 um. npod. B.M.
[TpoxopeHkoBa

Penensus 1.M.H.,npod. Kapauesoit KO BHKTOpPOBHBI Ha pedyepaT opaAHHaTOpa
NepBOro roaa odyyeHns creunansHocTh Jepmarosereposnorus octak Tatbanbl

EBreHbeBHs o Teme: COBpC.\leHHbIC METOJIbI JIeYeHHsI HCTHHHOH reMaHrHOMBI
KOXH.

OcEOBHbIe KDHTEPHH PelLleH3HH Ha pedyepaT OPAHHATOPA MEPBOTO roja 06y4eHns
CMeUHaTbHOCTH JlepMaTOBEHEPOIOTHA:

OueRouHbII KpHTepHIH | IomoskuTebHBIH/0TpHLATE IbHIH
1. CTpYKTypHPOBAHHOCTb; fLoeporeciel
2. Hamuuue opdorpaguueckx omu6oK; AeecOxc ek B
3. CootBeTcTBHE TeKCTa pedepara 0 ero il ~
TeMe;
4. BianeHHe TEpMHHOIIOTHEH; AR STl E |
5. TNonHoTa 1 ry6HHA pacKphITHA ‘
OCHOBHBIX IIOHSTHI TEMbI;
6. JIorHYHOCTB J0Ka3aTebHOM 0a3kbl; P e el
7. YMeHHe apryMeHTHPOBAaTbh OCHOBHEIE
TOJIOKEHHS H BBIBOJIBI; Frpt St
8. Kpyr HCro1b30BaHUsA H3BECTHBIX -

HayYHBIX HCTOYHHKOB;
9. YwmeHwue caenath oOLIMii BEIBOJ. P
HTtorosas oLieHKa: M0J0KHTeIbHAS/OTPHLATEIbHASL

Jara:

Toanuck peleH3enTa: W
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Oraasjienne

1. Beenenue

2. Knaccupuxaums

3. Drnonarorenes NF1

4. Druonarorenes NF2

5. Kumunueckas kapruna NF2

6. Jlnarnocruka
7. Jleuenue
8. Cnncok nuTepatypsbl
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Beeaenne

Heiipoubpomaros (NF) — Tskesnioe HacaeACTBEHHOE MOHOreHHoe 3abosieBanne ¢
TPEMMYILECTBEHHBIM MTOPAKEHHEM KOKH, HEPBHOM, MBILLIEYHOH M KOCTHOH
cucreM. Hacneyeres 1o ayTocoMHO-10MHHAHTHOMY THITY € BBICOKO#H
TEHeTPAHTHOCTLIO FeHOTHITOB M BaprabenbHoit sKkcrpeccHBHOCTRIO. [TpumepHo
TOJIOBHHA CJTyYaeB — CJICJICTBHE HOBBIX MYTallMi, KOTOPbIE MEpealoTCs

Toce/y oMM MoKoseHusiM. Berpeuaerest ¢ yacroroit 1:3000 — 1:4000
HaceneHus. My»X4HHbI M JKeHILIMHBI OPaXKaloTcsi OAMHAKOBO 4acTo.

Knacenpuranns

Knaccnuuuposarst Bocemp paznuunbix popm NF. C npakTHYeCKOH TOUKH
3penus Bbiaenstores asa (I-11) nanGonee yacTo BCTpeyarOLIMXCs THIIA, &
octanbhble wecTs (II-VIII) paccmarpuBaloTes Kak BapHaLus NMEPBBIX IBYX.
Heiipodubpomaros I tuna (NF -1) ussecren kak Gonesns Pexnnnrxaysena (Von
Recklinghausen's disease, Von Recklinghausen neurofibromatosis). Hazsanue
cBoe GepeT u3 MoHorpaduu Jlxk. pou Pexnunrxaysena, Bie/iei B 1882 roay.

Iruonarorenes NF1

AyTOCOMHO-IOMHHAHTHOE 3a00JIeBaHHeE C BHICOKOi IEHETPAHTHOCTHIO H BBICOKOH
4acTOTOH BO3HMKHOBEHHMs HOBBIX MyTaimii. Temn MyTipoBanus resa NF1
SIBIISIETCS OJTHAM M3 Haubosee BHICOKUX TIPH BCEX H3BECTHBIX 3a00/1eBaHUAX
yesnosexa (110 6,5 x 10-5Sramer Ha nokonenue, wiu nouty 1 Ha 1 Ha 10 000 ramer),
a nipumepHo 50 % cirydyaes 3a60seBaHus IPEJCTABIAIOT c000H MyTauuu de novo.
Takas BbICOKAs YaCTOTA CIIOHTAHHBIX MyTallUi MOXKET 00BACHATECA OYEHb
GOIBIIMMH pa3MepaMH I'eHa H/HIIH OTpeielIeHHBIMU 0COOEHHOCTAMH €ro
BHyTpeHHe# cTpyKTypsl. B 1990—1995 rr. Obuta ToKanM30BaHa MyTalUs Ha
xpomocome 17q11.2.

I'en NF1 siBisietcs He TOJILKO Ype3BbIYaiHO MPOTSHKEHHBIM, HO U CIIOXKHO
opranu3oBaHHbIM. OH HMeeT UIHHY 0K0s10 350 K6, cocTouT U3 60 9K30HOB H
9KCIPECCHpPyeTCsi, TOMHMO HEPBHOH CHCTEMBI, B Pa3IMYHBIX TKaHAX. ['en
KoMpyeT 6ertok HeipohHOPOMHH, SBIISIOMIMICS CYPECCOPOM OIyXO0JIEeBOro
pocta. HelipoduGpoMuH mpoyMpyeTcs B HEPBHBIX KJIETKaX U
CrelMaIM3UPOBAHHBIX KJIeTKaX Heiporauu (onuroaenapouuTax u lIBaHHOBCKHX
KreTkax). belok colepkuT B CBOeM cocTaBe 0COOBIH ToMeH, o0t st
cemeiictBa OeskoB-aktiBaTopoB I Tdas3sl. [Tocpenctsom aToro 1omeHa
Heipo)OPOMHH B HOpME B3aUMOJIEHCTBYET C TIPOIyKTOM MpooHkoreHa RAS,
MHrHOUpYs ero GYHKIHMIO U Pean3ys CBOH CynpeccopHbli addexT B OTHOIEeHHH
kieTouHoi nponudepaunn. Y 6oapHbIx NF1 onucano cspime S00 pa3auuHbIX
MyTaLHi B reHe Ha XxpoMocoMe 17q. DT MyTallM{ HapyLIAlOT PEryJIHpYIOLLyIO
poib rera NF1 B kackazie coObITHI OHKOTEHE3a.

3aboJ1eBanHKe IPOSIBIISETCS MHOKECTBEHHBIMU Helipopubpomamu 1o xomy
nepudepuyecKHX HEPBOB, KOTOPbIE ONPEENSIOTCs B BUe O0Ne3HeHHBIX

OKPYIJIBIX Y3€JIKOB B TOJIIIE KOXKH, BApbHUPYIOLIUX 110 CBOUM pa3MepaM 1
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JIOKaJIM3aLHu. BeisiBiisieMocTh KOKHOro Heitpodubomarosa 3aBucuT 0T BO3pacTa
6oabHbIX: 10 10 et — 14 %, ot 10 10 19 ner — 44 %, 20-29 ner — 85 %,
crapue 30 ser — 94 %. Yawe nepsbie BuauMbie HeiipohubpoMbl NOABIAIOTCA B
nepuot npenybeprara uin nybeprara. K 30-netHeMy Bospacty orMeyaeTcs
HEYKJIOHHBIH MeJUIeHHBIH pocT HeipodubGpoM, ocobenHo 3amMeTHBIA B IEPHOLL
110JI0BOTO CO3PEBAHMS HHIMBH/YYMa, @ TaKiKe B epruoj HepeMeHHOCTH Y
skeHuwH. Iocse vero poct HeiipoubpoM OTHOCHTEIBHO CTAOMIUIUPYETCA.
Ormyxonu umeloT okpyriyio (popmy, BapuabesbHble pasMepsl (0T MPOCAHOIO 3epHa
10 S oM u Gonee). [py nabnatuu onn yacTo 6e360/1€3HeHHEI, HO €CIH B
TNAaTONIOrHYECKHii NPOLIece BOBJICUEHbI MepH(pepHyecKHe HepBbl, TO BO3HHKAIOT
6o, runecresnn. OnyxoJib He cMelaeTcs Mpo/oJIbHO, a TOJILKO B MONEPEYHOM
HarpaBJIeHHH BMECTE C HEPBHBIM CTBOJIOM.

Pasznuunsie gedopmanmu ckenera peructpupyrores y 60-70% nauneHTos.
Myrtauus resa NF-1 npBoAMT K TOMY, 4TO Ha PAaHHUX CTa/IMAX racTpyJIALUMH TIPH
MHIPALMH KJIETOK, HECYIIHX MyTaHTHBIH reH B OIHY M3 30H CKJIEpOTOMA,
IPOMCXOIMT HHTEHCHBHAS posHpepalusa XOHPo-, ocTeo - i pudpobiacTos B
MEXKII03BOHKOBOM JIHCKE M TeJie TO3BOHKOB B pe3yJIbTaTe aKTHBALMH OHKO reHa Ha
(oHe HU3KOI IKCIIPECCHBHOCTH reHa JIIOMHHMKaHa, 4TO IPHBOJHUT K Pa3BUTHIO
JHcTpodHyeckoro THa ckosnnosa. Kpome Toro, pasBuBaloTCs pasiuiHbIe KOCTHEIE
nedopMaLuu, KpaHHOBepTeOpallbHble aHOMAMH, HApyIIEHHe POCTa, JUTHTEIBHO
He CPaCTaloIIMecs YacThle MepenoMbl KocTeil KoHeuHocTel. Jlnctpoduyeckuii
(aMcnIacTHUeCKUi) THI ckoro3a pu NF1 npHMepHO ¢ 0IMHAKOBOH 4acTOTON
BCTpeYaeTes y JIML 000ero 1oja, mpudeM JIeBOCTOPOHHHUE e opMaliiy — yalie
MPaBOCTOPOHHHX.

Jlnst NF 1 XapaKTepHbI Takke J0IONHHTE/bHbIE KIMHHYecKHe npossienus: B 50 %
Cly4aeB — KOTHUTHBHBIE HAapYUICHUS PA3IMYHON CTeNeHH (0T JIErkuX 10
BBIP@KEHHBIX), Yallle B COYETAHNHU C HErpyObIM MM yMepeHHbIM CHIKeHHeM 1Q,
3aTpyHEHHEeM B OCBOCHHH ITHChMa, YTEHHSI, MATEMaTHKH; SHIOKPHHHBIE
pacctpoiicTsa (heoXpoMOIMTOMA, HapyIIEeHHe POCTA H MOJIOBOTO CO3PEBAHMS );
M3MeHeHus cKeleta (CKomHo3 — 110 15 %, nedopmarus rpyHoi KieTky,
CITOH/IMJIONIMCTE3, He3apalleHHe JyXKeK M03BOHKOB, KpaHHOBepTeOpaibHbIe
QHOMAJIMH, ACHMMETPHS Yepena, NICeB10apTpo3); JMUIIENTHYECKUE IPHCTY B H JIp.
MoryT GbITh YacThle NePeIoMbl KOCTeH KOHEUHOCTEH, KOTOPBIE TSKEIO
O1A0TCS JIEYEHHIO (J10JIT0 cpacTaloTesi) M TpeOyIoT BMEIaTeIbeTBA
crniequaicta (opronena). Y nereit NF1 mMoxeT ObITh CHHXKEH MBILICUHBIH TOHYC,
Herpy0o HapylIeHa KOOpAMHALMS ABWKEHHH. Y HUX GONbLIOH pasmep ueperna
(OKpY KHOCTB TONIOBBI) — OoJee 4 CTaHIAPTHBIX OTKIOHEHHH, YeM 00BIYHO B
nanHoM BospacTe. OHH MOTYT OBITh HHIKE POCTOM, UeM OXKHuIaercs (1o
CpaBHEHHIO C IPyrMMH ulieHaMu ceMbH). Takue netn MoryT 6bITh
MaJIOMHHLIMATHBHBIMH U MEHee SMOLMOHAIBHBIMH 110 CPABHEHHIO CO 3110POBBIMH
ceperHrKaMu. Okoso 12 % unauBuayymoB, 6oibHbeix NF1, umeror denotuir,
XapakTepHblif i cuHapoMa Noonan: runepTesopu3M, aHTHMOHTOJIOUIHBII
pa3Mep Iiia3, HU3KO MOCAKEHHBIE YIIH, HIEHHBIH NTEPUTyM, CTEHO3 JIErOYHOMH
aprepuu. NF 1-Noonan-(eHOTHII, BO3MOKHO, HMEET JPYTyI0 MPHUHHY,
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3aKJIIOYAIOLIYIOCS B Cerperalnn NpU3HaKoB ABYX pa3jiMiHbIX ayTOCOMHO-
JIOMHHAHTHBIX 3a60J1eBaHUiT B HEKOTOPBIX CeMbsX JIMO0 B BUJE Cerperaliu Kak
Bapuanrta NF1

Irnonarorenes NF2
Heitpodubpomaros Il tuna serpevaercs y 1 u3 50 Thicsd HOBOPOKIAECHHBIX.

I'en HD2 nokanusyeTcs Ha JUTMHHOM 1iede 22 XpoMocoMbl (22q12) u koanpyert
CHHTE3 CyIpeccopa OfmyXoJIeBoro pocta — Oenka MepJiMHa WK LIBAHHOMHUHA.
CBoJfCTBA M CTPYKTYPa MepIHHa oueHb 6J1M3KH K TPEM FOMOJIOrHYHBIM Oekam —
93pHHY, PAAHKCHHY H MO93HHY (OTKYy/a OH M MOJIY4HJI CBOE

nassauue Moezin Ezrin Radixin Like proteIN). Bce 91 Genku GyHKIHOHHPYIOT
Kak MeMOpaHHbIe OpraHu3aToOpbI H 00eCreYnBaloT B NIEPBYIO OYepe/lb MOCTPOEHHE
1 QYHKUHOHHPOBAHHE KJIETOYHOrO CKeJleTa (CHCTeMBl MHKPOTPYOOoUeK).
HauGosbliee 3HaueHHe JaHHbIE OeJIKH HMEIOT B PeryTHpOBaHHH NPOIH(epalni
KJIETOK HeHPOIKTOAEPMATBHOTO TIPOUCXOMKICHHS.

MyTalus 0OXHOro KOAHPYIOIIEro cHHTe3 MepiiHa rena HDO2 na xieto4HoM
YPOBHE He NpOsIBIISeTCs, TAK Kak a/ulesbHbli red npoussoaut PHK s cunTesa
JIOCTATOYHOTO [T HyK] KiieTkH 6eka. ITpi ero noBpexieHuH (B «pesysibrare
BTOPOTO FeHETHYECKOr0 COOBITHA») CHHTE3 HOPMAJIBHOTO MEpJIHHA B KJIETKe
npekpaiiaecsi, IMHaAMHYeCKoe paBHOBECHE PETyJIALMH POCTa CMeLlaeTCst B
CTOPOHY Mpok(epanny H BO3HHKAeT 100pOKaueCTBEHHBIH OMyXO0JIEBbIH POCT.

Kaunnueckas kapruaa NF2

Bosnukaroiue npu Heiipodudpomarose I tuna omyxonu 106pokadyecTBeHHbIE, HO
Gostee GHOIOrHYECKH arpecCHBHbIE 0 CPABHEHHIO ¢ HOBOOOPa30BaHHs MPH
neiipodudpomarose I THna. BeposTHOCTb pa3sBUTHS aCCOLMHPOBAHHBIX
3710KauecTBEHHBIX OIyXoueit y 60bHbIX ¢ HD2 yBeMunBaeTCs HE3HAUMTEIILHO'

1. I'nasuble NposiBIEHUs: - Y HECOBEPIIEHHONETHHX 3a/IHEKAIICY IApHbIE
JIMH30BHIHbIE TIOMYTHEHHs: Hanboee paclpoCTPAHEHHBIE TJIA3HBIE CHMIITOMBI
npu Heiipodudpomatose 2 tuna (HD2), Berpeyatores npumepHo y 50% GosbHBIX.
Taxue oyard MOTYT IPHBECTH K YXYyAIIEHHIO 3pEHHS U JIOJDKHBI OBITh y1aneHbl
XHPYPrHYEeCKHM ITyTeM. - 'aMapTOMBI CETYATKH - DMUMpETHHAIbHAs MeMOpaHa -
V3enxu Jluua (peako)

2. HeBposornyeckue nposiBIeH s :

- JIBycTopoHHHe BeCTHOYIISIPHBIE IBAHHOMBI ABJIAIOTCSA OTIHYMTENBHOMN YepTOi
neitpoubpomarosa 2 tuna (HD2), Betpeyarores B 95% ciyuaes. OObruno
CHMITOMATHKA MPOSBIISIETCS B MOAPOCTKOBOM Bo3pacTe: Haubouee
pacrpocTpateHHoil nepBoii Xkanoboii ABsSeTCs HeHpOCeHCOpHas MOTepsi CiyXa.
OBGBIYHO BBIABJISETCS 3BOH B yIIAX, ATAKCHs, FOJIOBHAA 60Mb M TMChYHKIMSA





