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YBeunt npu cuHapome Fuchs, nam

reTePOXPOMHbBIN LLUKANT
Fuchs

— 3TO XPOHMNYECKNUN, HEFPAHY/IEMATO3HbIM
YBEUT C MOCTEMNEHHbIM PA3BUTUEM
3aboneBaHus.



Y MosoabIX to4en TUMMYHO NOpPaXKeHne
OZlIHOI O rnasa.

MoxeT pa3BMBaTbCA Y AeTeN N PeAKO
bbiBaeT A4BYXCTOPOHHMUM.

CocTasaseT 4% cpeAun BCEX YBEUTOB.

[eTepoXpoOMMA MOXET OTCYTCTBOBATb,

AN ee TPYAHO onpegesinTb, 0COBeHHO y
UL, C KapUM LBETOM T/1a3.



TeyeHUe

[locTeneHHOEe CHUXeHWe 3peHns n3-3a
DA3BUTUSA BTOPUYHOWM KaTapaKTbl.

"loCTOsIHHbIE N/1laBaklOWme NOMYTHEHUA.

Pa3HMLA B LiBETE PAaAY>XKM HA ABYX
rnasax.
ANarHoCTMPYIOT CAYy4YanHO.



O6bwue npmnsHakn

PoroBuuHble npeyunuTaTbl ABAAIOTCS
XapaKTepHbIM NAaTOrHOMOHUYHbIM
NMPU3HAKOM.



MenKue,

OKpYr101 UAN
3Be3p,oo6|gHoﬁ
dopmbl, .
cepo-be; eTa,
MOKPbIBAIOT BECh
3SHAOTE/IMN POrOBULLbI,

MOTYT NOABAATLCS U
McyesaTb, HO He
C/IMBAIOTCH U He
MUrMEHTUPYIOTCS,
Cpeawv PI1
obHapyxmBatoT
HE>XXHbl€ BOJIOKHA

dnbpmHa.
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O6bwue npmnsHakn

OnanecueHumsa BOAAHUCTON BaAAru
cnabas, KoIMYeCcTBO KNeTOK — A0 +2.

KnetouHas nHpuabTpauua CTeKN0BUAHOIO Tena
MoxeT bbITb BEAYLWMM CUMNTOMOM 3aboneBaHUs.

fToHnockonusa
6e3 3IMEHEHUWN AU ONpPeAENSETCA OAHO U3 CNeAY O NX:

Menkune pagnanbHO pacnonoXeHHble COCYAbl, MOXOXMe Ha
BETOYUKM, B YI/ly NepeaHeun Kamepsi.

OHu BbI3bIBaAOT 0Opa3oBaHMe remopparmm B nepesHen Kamepe Ha
CTOPOHE, MPOTMBOMOJ0XHOM Npokoay (Npu3Hak Amsler).

MembpaHbl B yri1y nepeaHen kamepbl.
Hebonbworo pasmepa nepeaHme CUHEXMN HEMPABUIbHOW GOpPMBI.



[OHMnockonus
6e3 n3MeHeHUN an onpeaensieTcst O4HO U3
cnepyoumnx:
Menkne pagmaabHO PacnoIOXEHHbIE COCYAbI,
MOXOXMe Ha BETOYKM, B Yr/ly nepesHen Kamepbil.

OHu BbI3bIBaAOT 0Bpa3oBaHMe remopparnm B
nepegHen Kamepe Ha CTOPOHE,
MPOTMBOMOJIOXHOM NpoKkoay (Npu3Hak Amsler).

MembpaHbl B yriy nepegHeun Kamepbil.

Hebonblworo pasamepa nepegHne CUHEXUU
HenpaBwW/ibHOW GOPMbI.



Menkune pagnasbHO PacnoIOXeHHbIE COCYAbI,
MOXOXKMEe Ha BETOYKM




N3mMeHeHnA pagy>XKu

3aAHuNe CMHeXuu

Pa3BMBAIOTCA TONILKO NOCAE IKCTPAKL UM
KaTapaKTbl.

AnddysHaa aTpodusa CTPOMbI pasy>KKK

OTCyTCTBME KPUNT PASYXKKU — PAHHUM
NPU3HaK.

[pu fanbHenWeM NporpeccmMpoBaHNU
CTPOMaJIbHOM aTpOdUM pagy>xKa npnobpeTaeT
TYCK/bIW LBET, CTaHOBUTCA BaegHON, 0cObEeHHO
B 3pa4YKOBOW YaCTH

BbibyxaHne pagmaabHO pacnosIoXXeHHbIX
COCYA,0B PaAy>XHOM 06010UKN N3-3a NOTEpPU
ONMOPHOW TKAHM.






N3MeHeHUAa paay>XKn
ATpodus 3agHero NMrMeHTHOro c/101

® MMeeT NATHMUCTbIN XapaKTep,

o onpep,enﬂeTc;l nkk\p.ngomnnroMMHaumm
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B 25% nopaxeHHbIX r/1a3 pa3BMBaeTCs r1aykoma.
Benbli CNOKOWHBIM F1a3 1 ToYeYHble NpeunnuTaThbl (TMMEGOLUTBI) N0 BCEX
3a/Hen NOBEPXHOCTU POroOBULbI.

3aHNX CUHEXUI HeT.
ATpodUs CTPOMBbI PaSyXKu (CTpenku), vwb HeboblOe HapyLeHne

bapbepa Mexay KpOBbto M BHYTPUIIa3HOM XUAKOCTbIO.




N3mMeHeHUs paay>KKu

Y3enku Ha paay>XHoun obonouke.
Py6eo3 pagy>xku

3aK/1H04aeTCA B NOABAEHUN HEXHOMU,
HenpaBwWJIbHOU GOpPMbI
HeOoBaCKY/ipU3aLLmu,

BCTpeyaeTcsd A0BOJIbHO 4YacTo.
Muapwas

Pa3BMBAETCSA B pe3y/ibTaTe aTpodumn
COUHKTEpa 3payka.

Kpuctannnueckme otnoXKeHUA Ha paayKke
BCTPEYAOTCS OYEHb PesKo.



NHOnAbTpaT N3 AMMPOLMTOB M NJIA3MAaTUYECKUX KNETOK B CTPOME PagYyXKN.
B aTpodunyHOM CTpOME MaI0 MENAHOLMTOB, BMECTO HUX MMEIOTCS
MenaHodarm.

Mbiwya, paclwimpstoLLas 3payok, He BUAHaA.



[eTepoxpomus pagy>xHou 0bonoukm —
Ba>XHbIN N YaCTbIU MPU3HaK.

Hanbonee yacto Habog4atoT r’MMOXPOMUIO PAAYKKM
1 B 10% Caly4aeB — rmnepxpomutio.

B He3HauMTeIbHOM KO/IMYecTBe Cay4vaes
rMnepxpomMms ABASETCS BPOXAEHHOM.

Pa3BuTMe reTepoOXpOMHON PAaAYXKM ONpeaensatoT
COOTHOLIEHNEM aTPOPUM CTPOMbI U CTEMEHBIO
MMrMeHTaLum 3a4Hero SHA0TeINA, KakK U
obpa3oBaHMeM reHeTUYECKN AeTEPMUHMPOBAHHOIO
LLBETA PAaAY>XHOM 060104KM.

[peobnasaHme cTpOManbHOM aTPOPUKN NPUBOANT K
NMPOCBEYMBAHUIO 3a4HErO MMITMEHTHOIO CN0S
SHAOTENINA U PA3BUTUIO TMNEPXPOMHOM PaLY>KHOM
obosouku.

Pagy>Ka KOpMYHEBOrO LiBETA CTAHOBUTCS CBET/IEE, a
ronybasa — npmobpeTtaeT 60n1€e HacCbIWEHHbIN LiBET.






OcnoxHeHUA

YBeut npu cuHgpome Fuchs nepexoaunt B
XPOHMYECKYo Gopmy.
KaTtapakTa 1 rnaykomMa siBAAOTCA ero

OC/ZIOKHEHNAMUN U Pa3BNBaAOTCA NMPUN HEMNPABM/IBHOM
Ha3HAY€HNN MECTHbIX CTEPOUAHDBIX MPENapPaTOB.

KaTapakTa

BCTPEYaeTCa YacTo U He OTIMYAeTCA OT KAaTapaKThl
npu 4pyrnx Tunax nepejHero yBeuTa.

Pe3ynbTaTbl onepawm SKCTPaKL MU KaTapakTbl C
MMMAaHTaLMen 3a4HeEKAaMePHOM JIMH3bl XOPOLUKE,
HeCMOTpS Ha nosiB/ieHne rmdpemMbl Kak BO3MOXHOIO
OC/IOXKHEHUS XMPYPrMyeCckoro BMeLaTeibCTBa.



Ha nopaxxeHHOM neBOM rnasy pagyxka bonee
CBeT/1ad, OC/IOXKHEeHHas KaTapakTa BCTPeYaeTCs B
85% cnyyaes.

Apyrmne TunnyHele NpU3Hakm MpULoLUKANTa
OTCYTCTBYIOT.



[Nnaykoma

AIB/ISETCS OC/IOXKHEHMEM, YTPOXAIOLL UM
noTepeun 3peHuns,

Pa3BMBAETCA NMPU A4ANTENBHO
CyLLEeCTBYIOLW,EM YBEUTE.



JleyeHue

MecTHaAa cTeponaHaa Tepanua
HeapPpeKTUBHaA.

MugpuaTuku.

B X Ha3HaAYeHWM HET CMbICA], T.K. 3a4HME
CMHexum He obpasytoTcs.

3agHune cybTeHOHOBbIE MHbEKL MM NpenapaTta
A/NTENIbHOIO AeNCTBUSA, TaKOro Kak
TPUaMLUMHO/IOH aueTaTa

Ha3Ha4atoT MPU NMOMYTHEHUAX CTEK/IOBUAHOTO
TeNa, XOTA 3TN USMEHEHNA HOCAT BPEMEHHbIN
XapakTep.

ButpakTomua

MOKa3aHa Npu BblPaXXeHHbIX MOMYTHEHUAX
CTEK/I0BUAHOIO TeNa, He NoAAatoLLNXCA
NNeYEHUIO CTEPOUAHBIMM NpenapaTamum.



AnddepeHumanbHaa AMarHoCTUKa
reTepoxXpoMum pasy>kKKu

[Mnoxpomus
BpoxaeHHas.
CnHapom Horner, ocobeHHO BpOXAEHHbIN.
[lMnepxpomus

OkynoaepMasabHbI MENQAHOLMTO3 (HEBYC
Ota).

[nasHou cngepos.

ANdPY3HBIN HEBYC PafYy>KKU UAN
MeJslaHOMa.

NHCcTuAguma nataHonpocTa B O4AWH rNas.
CnHapom Sturge-VWeber (pegko).



OkynocumnaTnyeckmMm napanamy
(cuHapom Horner)

obycnoBaeH pacCTPONCTBOM CMMMNATUYECKOW MHHEPBAL MK

r1a3a




OkynocumnaTnyeckmMm napanamy
(cuHapom Horner)

YmepeHHbIU Nmo3 (06b1YHO 1-2 MMm) Kak pe3yabmam cAaboCTu MblLLbl
Mionnepa .

HebosiblLioe nogHATME HUXKHEr O BeKa MU3-3a C1aboCTu HUXHeEN
Tap3a/1bHOM MbILLLLbI.

Mwo3 Bcnegctemne becnpensaTCTBEHHOMO A4eNCTBUS COUHKTEPA 3pauka,
C BO3HMKHOBEHWEM aHU30KOPUU, YCUIMBALOLLENCS Npn crabom
ocBeL,eHnK, T.K. 3pavyok Horner He pacumpsaeTcs, Nog406HO napHoMmy.

HopmanbHas peakuus Ha cBeT v NpubanxeHue.

YMeHbLIeHMe NOTOOTAE/IEHMS UMCUAATEPA/IBHO, HO TOJIbKO eC/N
Mopa>keHne HUXe BEPXHEro LWENHOr o0 y3/13, T.K. BOJIOKHA,
MHHEPBUPYIOLLME KOXY ML, NAYT BAOb HAPYXXHOMU LLIEVHOW
apTepuu.

[MNOXpOMHas reTepoxpomms (pasy>XKm pa3HOro LBeTa — 3payvok
Horner cBeTnee) BUAHA, €CM NOPAXEHNE BPOXAEHHOE UK
CyLLecTByeT AaBHO.

3payvoK paclmpaeTca Mea1eHHO.

MeHee BaXHble CUMNTOMbI: r’MNepakTMBHOCTb aKKOMOA AL UMH,
F’MMNOTOHUA MNa3a N rmnepeMma KOHbIOHKTUBDI.



OkynocMmMmnaTnyeckmm napanmy
(cuHapom Horner)

STmonoruna

[oBpexaeHune (NnepepbiB) CUMNATUYECKMX HEPBHbIX BO/IOKOH,
bepyLmrx Havyano B rMnoTasnamyce, UAYLWMX BHU3 K 1aTEPA/IbHOM
4aCTM CTBOJIA MO3ra U BbIXOAALWMX B FpyAHOM 0bacTw.

JTM BONOKHA 06pa3yoT CMHANChI B LUEMHOM CUMMATUYECKOM
FAHIANU, U NOCTIFAHI/IMOHAPHbIE BOJIOKHA A0CTUIAtOT r1asa BAO/b
CTEHKM COHHOW M rna3Hom apTepun. Mamnonatmnyeckum.

dakTopbl pucka

AnnKanbHbI BPOHXOreHHbIN pak AHEBPU3Ma COHHOM UAN
MOAK/IIOYNYHOU apTepmnm Bbicokoe nopaxeHne COHHOU apTepuu
Ha wee PaccnamBatolwas aHeBpU3Ma COHHOM apTepum OKKI03USA
CoHHOW apTepun CUpUHrommenus.



OkynocumnaTnyeckmMm napanamy

(cuHgpom Horner)

[lnarHocTuka

NucTannauma 4% p-pa KOKanHa B KOHbIOHKTUBAIbHbBIN
MeLLlOK BbI3blBaeT paclMpeHne 3payvka npu cMHApome
XopHepa, obycs0B1€HHOM NOBpeXAeHNEM
LLeHTPA/IbHbIX CUMMNATUYECKMX NyTen (peakLms
OTCYTCTBYET Npu nepmbepmnyeckom nopakeHnm)

NHcTannaumsa 1:1 000 p-pa ajpeHanvmHa B
KOHBIOHKTMBA/IbHbIWM MELLOK BbI3blBAET paclumMpeHme
3payka npm cnHapome XopHepa, 0byca0BAEHHOM
nepndepryeckmmMm NOpaKeHMeM CUMMNATUYECKNX
BOJIOKOH

KT/MPT ronoBHOro n CAIMHHOIO M0O3ra, rpy4AHOWN KJ1IeTKM
Ob6cneaoBaHMe HA Ha/IMYME OMYXOAU UIN APYTUX
CAaB/IMBAIOLLMX MPOLLECCOB MOKA3aHO BCeM HONbHbBIM C
CUHAPOMOM XOpHepa.

JleyeHune 3TMOTPOMNHOeE.



OkynogepmasibHbIM MEeAHOLNTO3
(HeByc Ota)

(onucaH AnoHckuM opTanbmonorom M. Ota, 1885—1945;
CMHOHUM — MENIAHOLNUTO3 OKY04EPMaIbHbIN) —
PAa3HOBUAHOCTb NMMITMEHTHOIO HeBYCa AepMasibHOro
MeNaHOLNUTAPHOIro NPOUCXOXAEHUS:

MOCTOSIHHASA, KakK MPaBU/10, OAHOCTOPOHHSASA MMIMEHTaL S B
30He MHHepBaL MK NepBOU U BTOPOW BETBEW TPOUHUYHOTO
HepBa (koXu nba, ckysnoBom 1 nepruopbuTansHom obnacty,
Kpbl/Ib€B HOCA, C/IN3NCTOM 060/104KM POTOBOW M HOCOBOM
MOJIOCTEN, KOHBIOHKTUBbI U CKAEpPbl) B BUAE CMHEBATO-
ceporo nsiTHa.

BcTpevaeTca npenmMyLLecTBeHHO B A3KK, Yalle Y XXeHLUH;
MOXET ObITb BPOXAEHHbIM UM NPOABASETCS HA 1—2-M
A,eCATUNETUM XXUSHM.

JleyeHwne: nasepHas Tepanus, $oTO3aWMUTHbIE KPEMBI;
B CBSI3M C OMACHOCTbIO Pa3BUTUA MENAHOMbI MPUMEHEHUNE
TPaBMUPYOLWMX METOAO0B JIeHEHUS HeLenecoobpasHo.



TeMHO-KOpUYHEBAs paayxka, Anddy3Has
3NUCKIEPANbHAA ANCCEMMHALNA MENAHOLUTOB.

BnaHa cMHeBaTasa KoXa BeK C
cybannaepmaabHbIMU MEIAHOLUTAMM.

@EnIoPH.com




CuHapom Sturge-VWeber




CnHapom Sturge-VVeber

CuHApOM, onNncaHHbIn B 1879 roay Sturge , 40MNOJIHEHHbIV
no3xe Weber (1922) n Krabbe (1934),

npeAcTaBaseT cobom noaHy Gopmy 3HLeDaNO-/INLEBOTO
HEMPOAHIMOMaTO3a, XapaKTePMU3YHOLLYIOCA COMETAHUEM
KOXHOIO M MO3roBOIr0 aHrMoOMaTo3a C I1a3HbIMM
NPOSIBAEHUAMM.

CMHAPOM M3BECTEeH U MHOXECTBOM CMHOHUMOB: "CUHAPOM
Weber ", "cuHapom Sturge - Weber - Dimitri ", "cnHgpom
Weber - Dimitri ", "cungpom Sturge " "CMHp,pOM Kallischer ",
"CMHApPOM Krabbe " , 'CUHA,POM Sturge We - ber - Krabbe -
Brushfield - Wyatt J , "'cnHapom Lawford ", "cnngpom
Schirmer " "CMHp,pOM Milles " "BpO)K,[I,EHHaﬂ
HEeMpPO3KTOAEePMa/ibHASA ,LI,I/ICI'Iﬂa3l/IF|" "BPOXAEHHbIV
9KTOAEepMO3”, "KOXHO-MO3rosasi aHrnoma”, "3HUedano-
NIMLLEBOU HeMpoaHrmomartos", "3Hu,ec1>an0TpoﬁHML|Hbu71
aHrmomartos", "

aHrMoOMaTo3 MO3roBbix 060/104eK, rnas u
amua.



CnHapom Sturge-VWeber

CumnTomaTosorud

Ko>HbIM aHrnomaTo3. MpucyTCTBYET OT POXAEHUS U
pa3BMBAETCA B NEPBOM AETCTBe, B pOpMe aHIMOM NLa,
Ha3BaHHbIX ,, naevus flammeus vasculosus ";

3TU NATHA TEMHOKPACHOrO LBeTa, NA0CKne (He
BbICTYMaOLLMe HAa MOBEPXHOCTM NOKPOBOB) JIOKA/IN30BaHbI
yalle BCEro Ha O4HOMU NOJIOBUHE JINLLA, HA TEPPUTOPUM
TPOMHNYHOIO HepBa.

YacTo,, naeveus flammens " HaMHOro NepexoAuT rpaHuLLbl
TeppUTOPUMN TPOUHNUYHOIO HEPBA, 3aXBaTbIBA/IN YacCTb LWeN,
FPYAHOU KJIETKM U AaXe XUBOTY;

pPesKO NOSAIBNAETCA U HA C/IN3NCTOMU AecCeH, pTa, ryb n Hoca.

OaHoBpeMeHHoO ¢ ,, naevm flammeus " Ha anue moryT
NOSIBUTHCA M HEOObLIME TENEAHTNIKTUYECKME MATHA.



CnHapom Sturge-VVeber

[na3Hble MPU3HAKN MOCTOAHHDbIE U TAXKEIbIE:

aHrMOMa XOpouAEeN, BCeraa pacnaioxeHHas
B COCOYKO-MaKyAsip-HOM obnacTu.
AHrnoma nmeeT BUA cepoBaTo-besoro
NATHa, B POpMeE AMNCKA; CO BPEMEHEM MOXET
MPOrpeccMBHO Pa3BMBATLCA UM ee POCT
NpeKkpaL,aeTcs, N OHA KanbLNPULLMPYETCS;

BPOX/AEHHAs r1aykoma, CO CTOPOHbI
aHMMOMATO3HbIX MOPAXEHUM KOXMN, MO3rQ,
rnasa;

rMapodTaNbMMA CO CTOPOHbI AHIMOMATO33;
reMma-Honcus;

dHIT’MOMA KOHBbHOHKTUBDbI.




