


®dakomaTo3bl (oT rpev. phakos - naTHO) - 310
TeTeporeHHas rpyrna HAaCAEACTBEHHbIX HEUPOKOXHbBIX
3a60AEBaHUM, OTAMMUTEABHON YEPTOM KOTOPBIX SIBASIETCS

Nopa>keHue MPOU3BOAHbBIX 3KTOAEPMbI - KOXXU U ee
AEPVBAaTOB, HEPBHOU CUCTEMbI, CETHYATKU, BUCLLEPAAbHbIX

OpraHoB.

Helpodunbpomatos PekanHIrxayseHa, Ty6epo3HbI CKAEPOS,
3HUepaAOTpUreMUHaAbHbIM aHrMomaTo3 LUTypre- Bebepa,
peTUHoLepebeArspHbIM aHrMomaTo3 [nnneas-AuHaay m T.
A.

TpyAHOCTM AMArHOCTUKM HAKOMATO30B CBSI3aHbI C
BbIPaXKE€HHbIM KAMHUYECKMM NOAUMOPPU3IMOM U
BO3PacT3aBMCUMbBIM AEOIOTOM CUMMTOMOB.



TyOepo3HBIH CKAEPO3

1 HacaeacTBeHHOe 3a60AeBaHME M3 rpynnbl $akoMaTO3O0B,
XapaKTepU3yloLLeecss CUCTEMHbIM NMOPa*KeHMEM HEPBHOM
CUCTEMBbI, KOXXU, BHYTPEHHUX OPraHOB, OPraHOB 3peHMUH,

KOCTHOW U SHAOKPUHHOMU CUCTEMbBI U CBA3aAHHOE C

HapyLleHMeM NpoAndepaLum, MUrpaLmn 1

AnddepeHLNaALN KAETOK HEMPOTAUN.




Ve Ha |3-17-1 HeaeAe BHYTPUYTPOOHOIO pa3BUTHUS
0bpasyoTcsi aHOMaAbHbIE TMFAHTCKME HEMPOTAMAAbHbBIE
KAETKM, KOTOpble B NpoL.ecce CBOeM MUTpaLmUu MOTyT

OCTaHaBAUBATbCA B HETUTNMNYHDIX MECTaX.

MyTaHTHbIe reHbl B NepBble HEAEAM recTaumm (bepeMeHHOCTH)
BbI3bIBAlOT HapyLLUeHME PYHKLUM B KAETKAX repMMUHATUBHOIO
MaTPUKCa, B pe3yAbTaTe 3TOro obpasyioTcsa rmraHTcKue
HEMPOrAMAAbHBIE KAETKMW.

NORMAL

MUTATED

Nucleotides
(adenine 3
cytosine, thymine)

2 DNA LADDER




Tybepo3HbIf CKAEpO3 - FeHETUYECKM reTepOreHHoe
COCTOSIHUE, C AOKYCOM Ha 2 xpomocomax. TSCl-ren 9q34.3
KoAMpyeT 6eArok ramapTuH. TSC2 - reH |16pl3.3 koampyeT

6eAoK TybepuH.

BeAkn ramapTuH 1 TyGepuH ABASILOTCS Cynpeccopamm reHoB
OMYXOAM.

Tumor-suppressor gene Mutated tumor-suppressor gene
ey
YOUlSO
1 Normal 1
Q growth- Egmﬁg‘c’:ﬁomn
inhibiting i 9
1 protein 1 P
Cell division ‘ Cell division not
under control under control
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Tun HAaCACAOBaHUA - a)’TOCOMHO-AOMMHaHTHbIle.

B 60-70% 3a6oAeBaHME BO3HMKAET CNOPAAMYECKH, B
PEe3yAbTaTe CMOHTAHHbIX MYTaLUM.

Ero otAmnyaioT BapmabeabHas akcnpeccuBHocTb, 100%
NEHETPAHTHOCTD

YacTtoTa BcTpeyaemocTn Ty6epo3HOro ckAeposa B
cpeaHeM cocTaBAasieT |:4700 HOBOPOIXKAEHHDIX.

B MexxayHapoaHoM KAaccudumkaumm 6oaesHen 10 (MKB

|0) Ty6epo3HbI CKAEpO3 OTHOCUTCS K paKoMaTO3aM
Q85.1.



CyOKOpTUKaABHBIE TYOEPChI

Tybepchbl cAepayeT paccmMaTpuBaTb Kak
ramapToMmbl (HEMPaBUAbHO
copMmpoBaBLLMECA IMOPUOHAAbHbIE
TKaHEBblE KOMIMAEKChI OMYXOAEBOIO
reHe3a 6e3 BUAMMbBIX MPU3HAKOB
NPpOrpeccupyioLLEero pocTa).

Tybepcbl MOryT pacnoAaraTbCs B
M3BUAMHAX AIOOOIN AOAM MO3rOBbIX
MOAYLLAPUM, PEXKE B MO3XKEUKE, CTBOAES
WAU CMIMHHOM Mmosre. [1pu i
FMCTOAOTMUYECKOM UCCAEAOBAHUM OHU |
NPEACTaBASIIOT COOOM 30HbI CKAEPO3a,
KOTOpbI€ COCTOSIT U3 aTUMUYHbIX
FMraHTCKMX aCTPOLIUTOB U KPYMHbIX
BaKYOAU3UPOBAHHbIX KKAETOK-
MOHCTPOBY.




Cyb0sneHauMaAbHbBIE V3ABI

1 Cyb63neHAMMAaAbHbIE Y3Abl PacMOAaraloTcs B CTEHKaX
YKEAYAOUYKOB.

1 DaKTUYECKU OHU ABAAIOTCA lA.O6|Z)OKEI\'IeCTBeHHbIMM
HOBOO6P33OB&HMF|MM, TMMCTOAOTNHECKU -

NMMraHTOKAE€TO4YHbIMU ACTPOLLUTOMaAMM




Cyb63neHAUMaAbHbIE TMFAHTOKAETOYHbIE OMYXOAMU
nossastoTca y aeten 5-10 aet.

XapakTepHbiIMM OCOBEHHOCTAMU AaHHbIX OOpa3oBaHUM
ABASIIOTCA UX TEHAEHLMA K MEAAEHHOMY POCTY,
pacnoAokeHue B obaactn oteepctnss MoHpo u 6oabLune
pa3mepbl.

OnyXxoAb 4aCTO COAEP>KUT KPOBEHOCHbBIE COCYAbI, YEM
obbACHAETCS BO3MOXHOCTb KPOBOU3AUAHUM, YaCTUYHO
HaKanAMBaeT COAM KaAbLmsA. Pacnoaarascb B obAaacTu
oTBepcTUa MOHpPO, ONyXOAb MOXET Bbi3bIBaThb
OKKAIO3UOHHYIO ruapouedaAmio.



U3MeHeHHAa KOKH H €ee
IIPOH3BOAHBIX BCTPEYAIOTCS B
100% cay4aesl!!!



I‘KHOHKI‘MCHTHPOB&HHEIC IIATHA.

1 Yucao nateH koaebaeTcs oT 3-4 A0 100 u
boAee.

1 OHu pacnoaaraiotca AndPysHo,
ACUMMETPUYHO, MOSIBASIIOTCSI C POXKAEHMUS
uAn B boAee NnospHem BospacTe, HoAbLLEN
YacCTbiO B NepBble 3 roAa >KU3HMU.

[ CerpmaT KAETKHN CO CHNIKEHHDbIM
CoOAEPXKAHNEM MEAAHUNHA.

7 AAS AMArHOCTMKM TMNOMUTMEHTUPOBAHHbIX
MNATEH MOKa3aHO UCCAEAOBAHUE C
npumMeHeHneMm Aamnbl Byaa




1 Ewe oAHUM S PKMM KAMHMYECKUM CUMMTOMOM
3ab0AeBaHMS SIBAAIOTCA AEMUIMEHTUPOBaHHbIE BOAOCHI,
6poBU U pecHMULbI.




F'mnepnmHrMeHTHPOBAHHBIE MATHA

1 LiBeTa «KOode c MOAOKOMY BCTPEYAIOTCS peXxe.

1 OHM UMEIOT OBaAbHYIO MAU OKPYTAYIO GOpPMY, pa3mepbl B
npeaeAax |-5 cm.

1 YucAo nATeH He npesbiwaeT S.




AneHOMA CAABHBIX JXKEAeS3

Yawe noseasetca B Bospacte 3-11 Aer,
B CpeAHeM B 4-7 AeT.

BHewHUM BMA aHrMOPMOpOM
HaNnOMMHaET NATHA AU Y3EAKHU C
rAAAKOM BAecTALLEN NOBEPXHOCTbIO

N3A06AEHHbIE MECTa AOKaAM3aLLUK
aHMrMOoPUOPOM - LLEHTP HOCOTNYOHbIX
CKAQAOK, KPbIAbSl HOCQ, LLLEKM U

PACMOAOXEHME - KKPbiAbsi 6aBOYKM




PuOpPO3HbIE OAALIKH

1 [TaTOrHOMOHUWYHbIM CUMNTOM TYOEPO3HOro CKAEpO3a.

1 Kak npaBuAO, OHM pacroAaratloTcs Ha AGy U BOAOCUCTOM
4aCTU FOAOBbI YHUAATEPAAbHO, MOSIBASILOTCS MO3XKe
aHrModmnbpom.

1 BASILLKM UMEIOT pa3HYIO KOHCUCTEHLMIO, BbICTYMAIOT HAA
MOBEPXHOCTbIO KOXMW, LIEPOXOBATbIE HA OLLLYTb.




Y4aCcTKH «IIarp€HEBOH KOKH»

1 OBbIYHO pacCNOAOXKeHbl aACUMMETPUYHO Ha CMUHE B
NOSACHUYHOKPECTLLOBOM OTAEAE.

1 Nx pasmep - OT HECKOAbKMX MUAAMMETPOB A0 |0 cm 1
boaee.

1 ['laTHa cAerka BbICTYMNalOT HaA MOBEPXHOCTbIO KOXMN,
MMEIOT XKEATO-KOPUYHEBYIO MAM PO30OBYIO OKPACKY U
BHELUHE HaMOMMUHAIOT CBMHYIO KOXKY MAM arneAbCUMHOBYIO

KOXypY




OxoAoHOrTeBbIe hHOPOMEI

1 [peAcTaBAsilOT COOOM TYCKAbIE, KpaCHblE UAM LIBETA KOXK
Y3€AKU, PAaCMOAOXKEHHbIE Ha NMaAbLLaX MAU AaTEPaAbHOM
NOBEPXHOCTU HOFTEBOIO AOXKa MNOA HOIFTEBOM
MAACTUHKOM.

1 Yawie BcTpeyvaloTCs Ha MaAbLAX CTOMBbI,
NPEMMYLLECTBEHHO Y »XEHLUMH rnocAe nybepTaTa.

A

1 Pasmep ¢$nbpom Bapbupyert oT | L it

POCTY AQ)K€ MOCAE YAAAEHUS

U



I'Aa3HBIE CHMIITOMBI

1 BeisiBastoTcs y 50% 60AbHbBIX.

1 lNporpeccusa 3aboAeBaHUs, BbipaXKeHHasi Ha
OpraHax 3peHus, MpOSIBASETCA B Pa3BUTUMU
OMYXOA€EBbIX 0Opa3oBaHMN — FApMaTOM, —
Nopa*KaloLWUX rAa3HOU HEPB U CETYATKY.

1 Takme HoBoobGpazoBaHMS
XapaKTepU3YyIoTCA OBaAbHOMU Y3AOBaTOM
dbopMOM OpaH>XeBO-pPO30OBOro LiBETA.
[losiBAAIOTCSA HAa MOBEPXHOCTU CETHYATKM
raasHoro sibAoka

1 . OnyxoAeBUAHbIE Y3€AKU MOTYT
rpynnMpoBaTbCs U ObiTb 3aMETHbLIMM.

1 Takne ob6pa3oBaHUSA BEAYT K YXYALLIEHMUIO
3peHuUs




Kap,zmaABHme CHMIITOMDBI.

0 Pa6.A.ommoma YaCTO NMOABAAECTCA BH)’TPM)’TPO6HO UAU B MNEpBblE MeECALLbI
XU3HMN.

1 OHa pacnoaaraeTcsi UHTPaMyPaAbHO UAU NMPOAAbUpPYeT B MOAOCTb,
CTaHOBUTCS NPUYUHOM CMEPTU OT CEPAEYHON HEAOCTATOYHOCTM.

1 PabaoMnoma sBasieTCca AOOpOKaYeCTBEHHOM OMYXOAbIO, YETKO
OTrPaHUYEHHOM OT OKPY>KalOLLMUX TKAHEMN.

WVitrea®
WJL:300/40
& Coronal




KeAynIOoYHO-KHUIIIEYHBIA TPAKT

1 Ha cAusucTom noBepxHoOCTU, HA4YMHAA OT POTOBOM
MOAOCTU U AO KULLEYHMKA, MOSIBASIIOTCA FApMaTOMBl,
$1bpomaTosHbie M NANMAAOMATO3HblE 0Opa3oBaHUS.

1 YxyalaeTtcsi 3ybHaa 3MaAb.




H3MeHeHHSI BHYTPEHHHX OPraHOB

1 AHIMOMMOAUMOMBI U KUCTbl MOYEK, MOYEYHO-KAETOYHYIO
KapLUUMHOMY, AMMPaHIMOMMOMATO3 AErKUX, aHTMOMUOAUMOMBI
HaANOYEYHUKOB, MEeYEHU, PEKTAAbHbIE MOAMIIbI.

1 XapaKTepHOM 0COBEHHOCTbIO 3TUX U3SMEHEHMMN ABAAETCS UX
MHOXECTBEHHbIN XapaKTep, ABYCTOPOHHee NnopaXkeHue
NapHbIX OPraHOB, AAUTEAbHOE HeCCMMNTOMHOE TeYeHMe.

Cneuudunueckme KoCTHble Hapylue




IICHXHYEeCKHE HapyULUIEeHHSA

[ MNepakTUMBHOCTb, ayTU3M, arpeCCUBHOCTb.

AyTn3M XapaKTepusyeTcsi HEBO3MOXXHOCTbIO BEPOaAbHbIX U
HeBepOaAbHbIX KOMMYHMKaLUM, CTEPEOTUMHBIMU ABUXKEHUSIMM
M OTCYTCTBMEM LLEeAEHANPABAEHHOM AESTEABHOCTM.

BoAblias yacTb AeTel € ayTU3MOM CcTpasaeT MHPAHTUAbHBIMMU
CrasMaMm U TAXKEAOM CTeMneHbiO YMCTBEHHOM OTCTAAOCTM.

[Mo MHeHuio A. BoaTOHHa U AXK. [pndunTCa, aytnusm covetaercs
c Tybepcamm BUCOYHBIX AOAEMN.

CyAOpO>KHbI€ NPUCTYMNbI BO3HUKAIOT Y 92% naumneHTOB C
Ty6epo3HbIM cKAepo3oM. AebioT NpUCTYNOB MPUXOAUTCS
Yalle Ha NepBbIA FOA »XU3HU, OCOOEHHO Ha MepBble MecsLbl.



Heplm'mue CHMIITOMBI

BTDpH'I HBI€ CHMITTOMBI

TpeTHanbIe CHMITOMBI

Alnnodubpomet A
MHOXeCTBeHHBIE OKO-
TOHOTTERBIE (PHUOPOMET
KoprikansHEle TVOSpPCE
(+ THCTONOTHA)
CyooleHAMMAILHBIC
V3Bl HIH THTAHTOKIIC-
TOULEAA ACTPOLLHTOMA

{ | THCTOJIOTHS)
MiloXeCcTBeHHLIE CYD-
SMEeHTMMATBHEIS KaTh-
LIMHATEL, [IPOMHHHPYIO-
NHe B KeTYTOUYKH MO2Ta
(+ HCHPOBM3YAIT3AT(H)
MHOXeCTBEHHBIE ACTPO-
LIATOMBI TTOYCK

llepsas creneln poucrsa
PatnoMuoma cepiiia

(+ rcronoris wm ¥Y3H)
I'aMapTOMBI T TSTTHT -
MEHTHPOBAHHBIE MATHA
CeTHATKM

IlepetpanbHbie TVOepCHI
{+ HCHPOBH3YA/LSALLA )
Iexa IBIIMHHPOBAHHEIS
CYOIISHIMMA/ILHBLIE Y3IL
{ | HETIPOBIM3VATI3ALIMA)
VuacTKH 1arpeHeBon
KOKH
JhviMaHTIHOMHOMATOS JTCT-
KUX (+ THCTOITOTHS)
AHIMOMHOIMIIOMA TTOYCK
{+ rucronorus wm Y3H1)
HOAMKHETO3 1HOYCK

{ ! rucronorus)

I'onMeMen MposaliLLe
IATHA

TToBpeXx TeHIS KOXKI THITA
«KOHpEeTTHY

TTomKICeTO: MoYexk

(+ Y3H)

Judby3Hoe moBpekIcHIC
IMAH 3y00B
I'aMapTOMAaTO3HEIS TTOMHITEL
1PAMOM KKK

(} THCTOMOTHSA)

Kucern kocTeit

(+ peHTreH)
JThivdarrHOMHOMATO3
TMeTKUX (+ peHTreH)
LiepeOpaibHBIC TCTCPOTOIMH,
MWLM «MHIPALMOHIIBIE TPAK-
Thi» B OCIOM BCLICCTBE {+
HEeHPOBH3VAIM 3L )
PHOpOMET TeceH
'aMapTOMBL IPVIHX OPraHOB
(+ THCTONOTHA)
HMHDaHTHIBHBIC CIIA3MBI




OcHOBHBIE€ BHABI ZHATHOCTHKH

,A,MCI)CI)ePeHLI,MaAbHOe UCCAEAOBAHMNE HAa3HAYAETCA MNPpU
BbIABAECHUU.

Ko»Hbix 3a6oAeBaHuM Adenona sebaceum
LLlarpeHeBOM GASILLKE
[MNONUIrMEeHTMPOBAHHbIX MATHAaX.

AAra obcaepAOBaHMS BHYTPEHHMX OpraHoB HasHavatoT Y3W.
HoBopoXAeHHBIM MaAbILaM, Y KOTOPbIX NPUCYTCTBYIOT
NpuU3Hakn Tybepo3HOro ckAeposa, HasHavatoT Y3U nouyek u
KapAMOrpaMMy cepALa.

Y odpTaAbMOAOra NPOBOAST 0OCAEAOBaAHUE rAa3HOTO I6AOKa
AASl OOHApY>XeHUA Y3eAKOBbIX 0Opa3oBaHMM Ha CeTYaTKe.

AAs UccAepAOBaHMA TOAOBHOIO Mo3ra HasHavatoT npontmn MPT.
Tomorpaduma mosra NO3BOASIET BbISABUTD Ao6p0KaquTBeHHble
M 3AOKa4eCcTBeHHble 0Opa3oBaHUSA B LLEHTPAAbHOM HEPBHOM
cucTeMme.







MeToAbl ACUEHHS TYOEPO3HOTO CKAEPO3A

CyLuecTBYIOT ABa OCHOBHbIX METOAQ A€YeHUs TybeposHoro
CKAEpPO3a FOAOBHOIO MO3ra:

MeAnKaMeHTO3HOE
Xupyprudveckoe

B 60AbLUMHCTBE CAYyYaeB MPUMEHSIIOT KOMMAEKCHOE A€YEHME.
BAaropaps MepAMkaMeHTO3HOM TepanuM BO3MOXKHa
NPOPUAAKTUKA INMUAENTUYECKUX MPUMAAKOB, AASl 3TOFO
Ha3Ha4aloT KOPTUKOCTEPOUADI.

XUpypruyeckmm cnocob MCNOAb3YIOT AAS YAQAEHUS
BHYTPMYEPENHbIX OMYXOAEMN, KOTOPble MOTYT BbICTPO pacTu u
NPOBOLMPOBATb NMOBbILEHUE BHYTPUYEPENHOrO AABAEHUS.
Henpoxupypr Bo Bpemsa onepaumm UCCEKAET OMYXOAb B
npeAeAax 3A0pOBOro y4acTKa.



[IpodbmaakTuKka

Puc. 11.11. HCT (mapacarnreammHes, ka-
HHPOBaHKE uepe3 MNpasblil OFKOBOM *XKey-
A0ueK) pebeHkKa ¢ TyOepo3H :
BreipaxeHHOe paciuupeHne ODOKOB XKey-
J0oYKa, IMEePUBEHTPUKYJISAPHBLIC
alll)ﬂ-!ble y3esku (HabmoaeHue K/B!
Hd).

Boé 0 3peui



HenpodubpomaTos

MNepnpepmrueckmm
HeupogpubpomaTo3 (6oresHb
PekAMHIrxayseHa

ayTOCOMHO-AOMMWHaHTHoOe 3aboAeBaHMe C
YacTOTOM BCTpeYaeMocCT - | Ha
3000-5000 B ob6uier nonyAsLmm

[MaToAOrMYECK) ‘ ' MOCOMe
NF1 gene
/

Chromosome 17




IVNAXANIYLIACOULAXYLIC Il AXMALlL ILVUL 1 LA"ACLUALLC
KPHTEPHH

1 KorKHble naTHA LBeTa KKodpe C MOAOKOM», B KOAMYECTBE
He MeHee LLIeCTU, AMameTpoM boaee 5 MM y aeTem
paHHero Bo3pacTa U 6oaee |5 MM y B3poCAbIX MaLMeEHTOB.

1 Hempodunbprombl

1 BeCHyLWKM B NOAMbBILIEYHBIX U MOAKOAEHHbIX OBAACTSAX,
HeboAbLUMX pa3MepoB - |-3 MM, HEOTAMYMMBI MO
BHELLUHEMY BMAY OT r'MNEepPrnMrMeHTUPOBAHHbIX MATEH.




1 Cneumndpuyecknm npmusHakom HempodpubpomaTtosa
PekanHrxayseHa | Tuna seasetcs obHapy>keHue Ha

Avwa. OToT NpusHaK BcTpevaeTtcs y 947% nmaumeHTOB

1 AAsa ueHTpaAbHOM dopMbl HeMpodnbpomaTosa
PeKkAMHIxay3eHa xapaKTepHbIMU ABASILOTCS MEHMHIMOMBI
MAU FAMOMBI, MOParKkaloLiMe CMMHHOMO3IOBbI€ KOPELLKU U

4YepernHO-MO3roBble HEPBbI, peXXe AOKaAU3YIoLMeCS




[lpyMepHO y NATOM YacToO BOAbHBIX
HenMpodumbpomaTo3zomM PekAnHIxayseHa oTMeyvaeTcs

~ MopaXKeHMe 3pPUTEAbHOTO aHaAM3aTOpa, MPosBASIOLLEEeCs
PasBUTUEM HEMPOPUOPOM OBOAOYEK FAa3a, FAAYKOMBI,

3K30(PTaAbMa, OMYXOAbIO 3pUTEABHOIO HEpBa.

HelpopnbpomaTos PekAMHIrxay3eHa MOXeT
COMPOBOXAAQTbCA YMCTBEHHOM OTCTAAOCTbIO,
3NUAENTUYECKMMU NPUCTYNAMU, TMHEKOMACTUEN,
NpeXXAEBPEMEHHbIM MOAOBbIM CO3PEBAHUEM.




JduarHocTHka HeHpopHuOpomMmaToO3a
PeRAHMHIrxXay3eHa

ZUug f—url U3 Im; duiZ 1 2l
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akcuasnbHble N300paXxeHns, BUAHbI nocneonepauuouuble U3MeHeHUs B YyepBe n 1eBoii remmcgepe Mo3xeyka.

lMaronornyeckmne naMeHeHus B JieBoW BUCOYHOM fone (Hanbosiee BeposSTHO — AnN3amMmbpuonnacruyeckas
HeWpoanurennanbHas ornyxoJb)




L4ACACINC DTN POUWIHUPUIalUoa
PeRAHHIXay3€eHa

[laumeHTaM NpOBOAMTCA CUMNTOMATHUYECKaa Tepanus.
[1pu 60AbLLIOM pasmepe NepnpepUUHECKNX ONMYXOAEN,
Pa3BUTUM HEBPOAOTIMYECKUX HAPYLLUEHUM, MOSIBAEHUU
NMPU3HAKOB CAQBAEHMSI MO3ra NPOBOASITCA ornepaumu No
YAQAEHUIO OMYXOAEMWN.

Helpodunbpombl MoryT ObITb YAaAE€HbI C KOCMETUYECKOM
ueabto. ['pn nx o3rokavecTBaeHUM (3-5% cAyyaes)
YAQAEHME OMYXOAU AOTMOAHSIETCS KYpCaMU XMMUOTEPaNum
N AY4YEBOU Tepanumu.



AedeHUe




Hetipodubpomaros 2 Tumna
[IBYCTOPOHHSISI CAyXOBas HEBPHHOMA

1 T'en HO-Il Aokaan3zoBaH Ha xpomocome 22, TUN HaCA€AOBaHMS - ayTOCOMHO-
AOMMUHAHTHbIN.

1 Yactora BcTpevaemoctn | Ha 50 000 B obuert nonyasumn. OCHOBHbIMM
NPpU3HAKaMU ABASIIOTCS:

1 OnyxoAeBble 0bpa3oBaHUA YepenHbiX HepBoB: ocobeHHo cneundUYHOM cuMTaeTCs
ABYCTOpPOHHSASA wBaHHOMaA V| napbl, KOTOpas NPMBOAUT K CHUXXEHUIO UAM YTpaTe

CAYXa.

BHyTpeHHee yxo
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1 ONYyXOAMU N3 0O6OAOYEK HEPBHbIX MPOBOAHUKOB Pa3sAMYHOM
AOKaAM3aLMKU (TOAOBHOM MO3r, KOHEYHOCTU, BHYTPEHHUE

HeMpodnObpOMbI, FAMOMBI, LUBAHHOMBI;

1 3aAHMe cyBKancyAsipHble KaTapaKTbl: OHM CTaHOBATCS
MPUYMHOM pPe3KOro CHUMXKeHUs 3peHus. MoryT 6bITb
nepBbiM NposiIBAEHMEM 3a060AEBaHMUS.




Aa HetpodmnbpomaTtosa Il TMna xapakTepHa caeaytoLas
0COBEHHOCTb: AAUTEeAbHOE BecCUMMNTOMHOE TeYyeHue.

[lepBble KAMHUYECKME MPU3HAKU MOTYT MOSIBUTHCS
TOABKO B MOAPOCTKOBOM Bo3pacTe (MAM pAaxke nocae 30

AET), MPU 3TOM OMYXOAU MOTYT Y>Ke OblTb AOBOABHO
BHYLLUMTEAbHbIX pa3MepoB.

Ko>XHble cMMNTOMBI B BUAE MATEH LBeTa Kode ¢

MOAOKOM, BECHYLLEK, UCKPUBAEHUS KOCTEMN, y3eAKM AunLia
He XapaKTepHbl



ATaRCHA-TEACAHTHIKTAa3HA (CHHAPOM AyH

1 AyTocoMHo-peLeccmBHOe 3aboAeBaHME, MPOSABASIOLLLEECS
Nporpeccmpyiow,en Mo3>Xe4YKoBOU aTaKCUEM,
CUMMETPUYHBIMU TEAEAHIUIKTA3ZUAMU HA KOHBIOHKTMBAX

M KOXKE, MOBbILUEHHOM CKAOHHOCTbIO K MHPEKLLUOHHBIM
3200AEBaHUAM.

1 YacTtoTta 3a6oaeBaHua |—4 cayyas Ha 100 000
HaceAeHuUs.




CuMnoTomMaTHKA

1 ATaKcus oBHapy»XMBaeTCs yXKe MpU MepBbiX MOMbITKaX
pebeHKa XOAUTb CaMOCTOATEABHO (peXe B Bo3pacTe 3—6
A€T) U HOCUT NPOTPECCUPYIOLLUIM XapaKTep,
MHBAAMAM3UPYSA BOABHOTO.

1 TeAeaHrnaKTasum obbIYHO MOSBAAIOTCS MO3XKe, B
Bo3pacTe 3—6 AeT. BHayaAae oHM 3aMeTHBbI TOABKO Ha
KOHBIOHKTMBE FAa3 B BUAE COCYAUCTbIX MAY4YKOBY, 3aTEM

MOSIBASIOTCS HAa KOXXe AULa, Luen, AOKTeBbIX crubax,
NMOAKOAEHHOU SMKe.




Hepeako oTMeyvaloTCs HE3HAUMTEABHOE OTCTaBaHUE B
POCTE, 33A€pXKa YMCTBEHHOIO pPa3BUTUS, paHHee

Y BGOAbHbIX YacTO pa3BUBAOTCA MHPEKLMOHHbBIE
3aboAeBaHMS (MHEBMOHMU, BPOHXO3KTa3bl) U
HoBoobpa3oBaHus (AMMPoMa, AMMmbocapkoma 1 np.),
KOTOpble MOTYT NMPUBECTU K AETAABHOMY UCXOAY

AeyeHune MHPEKLMOHHBIX 3a60AEBaHMN aHTUOUOTUKAMMU,
YAQAEHUE OMYXOAEN NMPOAAEBAIOT XM3Hb BOABHOIO A0

30—40 AerT.




OHuedasoTpHre MHHAABHBIH AaHTHOMATO3
(curopom Crep-axxka — Bebepa)

1 AyTOCOMHO-AOMMHAHTHOE 3ab0oAeBaHME, XapaKTepusyloLleecs
BPO>KAEHHbBIM aHTMOMaTO30M HEPBHOM CUCTEMBI U
NPOSAIBASIIOLLLEECS COCYAUCTBIMU MATHaMM (HEBYCaMM) Ha AULLE

MO XOAY TPOMHUYHOIO HEPBA, SNMUAENTUYECKUMU MPUMAAKAMMU,
3aAEPXKKOM YMCTBEHHOIO pasBUTUA.
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CuMnToMaTHKA.

1 CocyAMCTble MATHA HOCAT BPOXKAEHHbIM XapaKTep, OHU
KPaCHOrO MAM KpaCHO-BULUHEBOIO LBETa, OAeAHEIOT NpU
HaAAQBAMBAaHMM, OObIYHO pacnoAaraloTCsi HA OAHOM CTOPOHE
AMLA.

1 DnuAenTUYECKUE MPUMAAKM NOSBAAIOTCA Ha |—2-M roaax
XU3HMU.

1 Cyaoporu HabAlAOTCA B KOHEYHOCTSAX, KOHTPaAaTEPaAbHbIX
NATHaM Ha AULE, MOCAE HUX MOTYT BO3HUKaTb NPEXOASLLUE, A B
AQAbHEHWLLIEM U CTOUKME reMunapessbl. |




1 C TeyeHMeM BpeMeHM OBbIMHO HapacTaeT YMCTBEHHas
OTCTAaAOCTb, YaCTO BO3HUKAIOT reMUaHONMCUS,
ruapouedarms.




LUOCPOupPopliLnnubninillopyanbiibli
aHrumomarto3 (6ose3np 'mnmeabr —

1 AyTOCOMHO-AOMMHaHTHOe 3ab0AeBaHMUeE,
XapaKTepuayloLL,eecs aHOMaAUEN Pa3BUTUS KPOBEHOCHbIX
KanUAASIPOB U NPOSABASAIOLLEECS AHTMOPETUKYAOMATO30OM
MO3)KeuKa (peXke APYrMx OTAEAOB FOAOBHOIO UAM
CMMHHOIO MO3ra), aHOMaAUAMU U OMYXOASIMU BHYTPEHHUX
OpraHoOB B COYETAHMU C AHTMOMATO30M CETHATKM.




CuMrnToMaTHkKa.

[1py nopakeHnn Mo3xeuKa HabAIAQIOTCA TOAOBHAs HOAb,
FOAOBOKPY>X€HME, HUCTArM, MO3)KE€4YKOBas aTaKCUSl, KOTOPble HOCAT
NPOrpeccUpYIoLLLUM XapaKTep U MpU OTCYTCTBUU A€YEHUSI MPUBOAAT
K AETAABHOMY UCXOAY.

B cAydasx npenmyLLecTBEHHOrO NOPaXKEHUSA CETHYATKU Ha FAa3HOM
AHE BbISBAAIOTCS CHa4YaAa pacLUMPEHHbIE COCYAbI, BEAYLLUE K
KpPacHOBaTOM Macce Ha nepudpepum ceTyaTKu, a B AaAbHenwem (bes
A€YeHUs1) — KPOBOU3AUSHUS, OTCAOMKA CETHYATKU, FTAAyKOMa U Apyrue
NMOPaXKEHUS rAa3a, MHOTAA TpebyloLLue ero sHyKAeaumu.




1 lNopaxkeHne BHYTPEHHUX OPraHOB XapaKTEpMU3YeTCs aHOMaAUAMMU
PasBUTMs (MOAMKUCTO3 MoYeK K .A.p)’I'MX opraHoB) U obpasoBaHueM

1 MeToAbl HeMpOBM3yaAM3aLLMM NMO3BOASIIOT BbISIBUTb OMYXOAb
mMo3xe4Ka, KT — onyxoAb BHyTpeHHUX OpraHoOB rnpu ee
6ecCMMNTOMHOM TeYeHUM.

CuHapom .l'IuHAay




ANedyeHue

[ eMaHrMoMbl MO3XKeyKa U APYITHUE OMYXOAU MOAAEXKAT
YAAAEHUIO, aHTMOPETUKYAOMDbI CETHATKU —

Aa3epOKOaryAsiLmu.
[lp cBOEBpEMEHHOM A€YE€HMU NPOrHO3 XOPOLUUM.




DAAL VAPV od
BHUMAHUeE!




