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.l1y'-|eBa9| ANarHoCTuka 3aboneBaHum rMma3sHnubl

O6wwun noaxopn,

Mpw ny4eBON AMarHOCTVIKe 3aB0MeBaHIIA MasHLb MCCeayoTCs ABe Kin-

HYeCKM OTAeNbHbIX 00aCTV, UHTEPECyIoLLE O(TabMOSIOr0B:

® [na3Hoe 90110ko

® KOCTHble CTeHKM 1 MArKIMe TKaHW MMa3HuLbl, @ Takxe nepruopbuTas-
Has 0bnactb

3aboneBaHws 3TV BYX pa3nuyHbIx 0bnacTein ConpoBoOXAAITCA CneLmnm-
HeCKMMU KITMHUYECKVMI NPOsBNeHVaMU. Koraa nauyeHT HanpasnseTcs
Ha ny4eBOe UCCIA0BaHYIE, KIMHMLMCTY 0ObIYHO YXXe ACHO, rae NoKan3y-
I0TCS 3MeHeHVIst — B ra3HOM s0J10Ke WM B ApYrvX CTRYKTYpax mMa3HuLbl.

TepMI/IH «MNA3HUYHbINY OTHOCWUTCS K BHELLHIM MO OTHOLLEHMIO K rMasHoMy
FI6J'IOKy KOCTHbIM CTPYKTYPaM U MATKUM TKaHAM, TOTla KaK TePMWH «Tf1a3-
HOW» OTHOCUTCS COBCTBEHHO K rMasHoMy ﬂ6J'|OKy.

BOMbLUMHCTBO NaLMEHTOB HaNPaBAsIOTCA Ha UCCefoBaHe 0hTanbMo-
noramu, cneuyanucTamy no oKynonnacTvke, HepoodTanbMonoramu,
HeMpOXMPYpPramMit 1 OToNapUHronoramm. PesynkTaTel my4eBoro 1ccnesno-
BaHWA Ma3HNL, JOMONHSIOT KapTUHY, Habniogaemyto npy hrsvkanbHOM
1 0(hTaNbMOCKOMMYECKOM UCCNEeA0BaHNN.

y3n

Y3 rna3Horo 16110ka — LOCTYMHbIA METOA, AONOHAIOLLMIA 0TaNbMOCKO-
NVIo; 3TO MCCNelOBaHVIe YK AABHO BOLLITO B O(HTaNbMOOr4eCKyio Kin-
HIYeCKyI0 NPaKTKY. Kpome NoCTpoeHus M306paxeHni rmasHoro sboka,
YIbTPa3ByKOBOE UCCe0BaHMe NMO3BONSET NOMYyYaTh OrpaHNYeHHbIe 130-
OpaxeHNs MArKVIX TKaHeW rMasHULLbl BbICOKOTO pa3peLLeHus.

KT

/13-3a UCKMIOYMTENBHBIX BO3MOXKHOCTEN NOCTPOEHNS M300paXKeHNI KOCT-
HbIx cTPyKTYp, KT Mo cpaBHeHwio ¢ MPT sBnsetcs bonee MHMOPMATUBHBIM
METO[JOM AVarHOCTUKYM NaTonornyecknx U3MeHeHUn KocTu, Hanpumep,
3MUTENVANbHbIX BKIIOHEHI, KOCTHO-XPALLIEBbIX ONYXOMew C MaTPUKCOM,
KOCTHO-AMCTPODMHECKMX MPOLLECCOB, A0DPOKa4eCTBEHHBIX 0OPa30BaHNi,
BbI3bIBAIOLLMX (DECTOHYATOCTb KOHTYPOB KOCTU, V1 arpeCccUBHbIX 3/10Ka4e-
CTBEHHbIX ONyX0Mer, CONPOBOXAAIOLLNXCA ACTPYKLIMEN KOCTHOW TKaHW.

Hanwyvie kanbLymHaTOB — Cneumdudeckni anddepeHLmanbHbIN Npr3HaK
HEKOTOpbIX HOBOOOPa30oBaHwiA, 1 Npw nomolum KT, aaxe nocne BbINos-
HeHnst MPT, MOXHO NOMy41Tb BaXHbIE JONONHUTENbHbIE AMArHOCTUYe-
CKve cBefileHns. Hanpumep, pesynbratel MPT He M03BONAIOT NOCTaBUTbL
OKOHYaTeNbHbIN ANarHo3 MeHVHIMOMbI 00004eK 3pUTeNLHOTO HepBa,
TOrAa Kak AMarHo3 NoATBePXAaeTCA MPW BbIABNEHWM KanbLMHo3a npw KT.

B HekoTopbIx Ciyqasx no pesynsratam KT MOXHO NOCTaBUTb OKOHYaTeNb-
HbI AMarHo3, ONPeAenUTL TaKTVKY eYeHUs, 1 BbINONHATL MPT HeT Heob-
XOAMMOCTU. Takiie MpMepbI BKITI0HAIOT B CeOs TMpeoMaHYIo othTanbmMona-
THIO, KIIMHWYeCKM A0OpOKaYecTBeHHOe 0ObeMHOe 00pa3oBaHIe CIe3HON
Xene3bl U BTOPUYHOE NOPAXKeH/e TKaHEN rMasHMLbI Ha (OHE NaTonorum
NPWAATO4HbIX Na3yX HOCa.

MPT

[Mpwv BMarHoCTVKe KOMMAEKCHOTO MOPaXXeHUs rMa3HuLbl MPeanoYTUTENb-
HbIM MeTOAOM nccneposanma aensetcs MPT. LLMpokre BO3MOXHOCTM
AnddepeHLMPOBKA MATKUX TKaHer 1 KOHTpacTMpoBaHus genator MPT
naeanbHbIM METOLOM OLEHKM PacnpoCTPaHEHHOCTM CIIOXHbIX NaTono-
rM4ecKMX NPOLLECCOB, B TOM HYMCE SKCTPAOKYSPHbIX ONyXonew, cocyam-
CTbIX ManbhopMaL N MHAEKUMOHHBIX 1M BOCMANMUTENbHBIX MPOLLECCOB.

B yactHoctn, MPT aBnaetcsa naeanbHbIM METOAOM OLLeHKM pacnpocTpa-
HEHHOCTY 3110Ka4YeCTBEHHbIX 3a00NeBaHNI rMa3HKLbl. BaxHble MpU3HaKK,
onpegensemble npy MPT, BKIOHaIOT B CebS MHBA3MIO 3pUTENBHOMO HEpBa,
npopacTaHve OMyxoNn B IMasHKLYy Mo NepuHeBPanbHbIM MPOCTPaHCTBaM,
WNHTPaKpaHmanbHoe pacnpocTpaHeHyie onyxoni, ANCCeMUHALMIO OMyXOnw
M0 CMUHHOMO3MOBOW XXMOKOCTU UM reMaToreHHble MeTacTasbl.

OpHaKo Npu AmarHocTvike 3ab6oneBaHiA rnasHoro s6noka MeToLoM Ana-
THOCTVIKW MEepBOV JIMHUM ABRSETCA YITPA3BYKOBOE McCnenoBaHme, MPT
MO3BONAET NONY4NTL BOree TouHbIe CBeAeHWs O PeTpobynbbapHOM pac-
MPOCTPAHEH W BHYTPUTIIA3HOM OMyXOni — PETUHOBACTOMBI, MeflaHOMb
11 BHYTPMITIa3HbIX METACTa308.

Kpome Toro, MPT no3BonseT UCKMOYNTENbHO TOYHO XapakTepr3oBaTb
CTPYKTYpbl COOCTBEHHO Ma3HOro $0/10Ka, YTO 0CODEHHO MHHOPMATVBHO

B YCIIOBUSAX, KOTZA BbIMONHEHWE 0hTanbMOCKOMMM 3aTPyAHEHO, Hanpw-
Mep, Npw OTeke BeK WM KOrda MMEIoTCs MOBPeX/eHUs rMa3Horo 16510-
Ka, KpynHble BHYTpUrNa3Hble 06beMHble 00pa3oBaHus, reModTanbm Uim
MOMYTHEHVIe ONTUYECKMX CPES, B CUAY APYIUX NMPUYUH.

JIYYHEBAS1 AHATOMMUA

CTeHKMU rmasHuLbl

OCHOBHbIMM COCTaBASIOLLMMM CTEHOK MMa3HWLbI SBASIOTCA TOOHas KOCTb
CBEpXY, CKyNoBast KOCTb C 1aTepasibHOM CTOPOHbI U CHI3Y, BEPXHEYENIOCT-
Has KOCTb CHW3Y U C MeAManbHOM CTOPOHBI M peLueTHaTast KoCTb C Mefiy-
a’nbHOW CTOPOHBI. B hopMMpOBaH1M MefyanbHON CTEHKM TasHULb Tak-
e Y4aCTBYIOT MefKMe Cnie3Has 1 HoCoBast KOCTU 11 HebornbLUoi hparMeHT
HebHoM KoCTv. KIMHOBWAHAS KOCTb 06pa3yeT 3Ha4MTEeNbHYIO HacTb CTeH-
KV rMasHULLbl C3aAM U CHapyXw, hOpMUpYs CIIOXHbIE OTBEPCTUS Y Bep-
XYLUIKY Ta3HULBI.

MmasHoe s6noko

3an0oNHeHHbIN XUAKOCTBIO NEpefHNiA 0Tpe3ok 00pa3oBaH nepeaHei
1 3a[Hen Kamepamu, obe OHUM nexar cnepean oT XpycTanuka. 3anon-
HEHHbIN CTEKNIOBUAHBIM TESIOM 3a[lHW OTPE30K COCTaBNseT OOMbLIYIO
4acTb 0ObeMa rmasHoro sbnoka. Cnow, nnu 06oMo4KK, MasHoro sbnoka
BKJII04aIOT B Ce0s BHYTPEHHIOI 000M04KY — CETHaTKY, COCYAMCTYIo 060-
NIOHKY — XOPVOMIEIO 1 HAapY>XHbI Kapkac ra3Horo sbnoka — cknepy. Pa-
JYXKa v LunvapHoe Teno, npeAcraBnsiolLe cobow cnelmanu3npoBaH-
Hble OTAEMbl COCYAMCTON 000MOUKM, a TakxKe XpycTanuk, obecnednsaiot
pedpakumio.

Op6uTanbHas neperopogka

Meperopogka ra3HuLbl 0bpa3oBaHa dacuyien, uayLiein oT HagKOCTHULbI
rMa3HULb 1 KPENsLLENcs K anoHeBPO3y XPALLEBLIX MIACTUHOK BEK, OHa
OTrPaHMYMBAET NepeaHue nepropduTabHbIe CTPYKTYPbI OT COAEPKMMOT0
rna3HuULbl. XOTs caMa neperopofka kak oTaenbHas CTpyKTypa npu CTaH-
DAPTHBIX METOAMKAX 334aCTyi0 He OMPeAenseTcs, ee Hanvyme CTaHoBUTCS
XOPOLLO 3aMeTHbIM, KOrfia naTonoruyeckimii npolecc, ocobeHHo npecen-
TanbHas UHdeKLYs, He pacrpoCTpaHAEeTCs 3a 3Ty nperpagy.

CnesHble opraHbl

CnesHas kenesa NexuT B KOCTHOM sIMKE C BEpXHEHAPY>KHOI CTOPOHbI
y Kpasi rnasHuupl. Yepes cnesHble KaHanbLbl U ClIe3HbIN MELOK, Nexa-
LLMe B HUXHEMeOMaNbHOM YacTW MasHULbl, Cl1e3a OTTeKaeT B HOCOCe3-
HbIV KaHas, a OTTyAa — CTeKaeT B HUXHWI HOCOBOW XOfL.

MasopBurarenbHble MbILLLLbI

YeTbipe NpAMbIX Ma30fBUraTeNbHbIX MbILLULb HAYMHAIOTCA OT KonbLia LInH-
Ha B BepXyLUKe Ma3HLbl U NPYKPENNSoTCA Y POroBUYHO-CKNepanbHoro
COeLHEHMS. BepxHss Kocas MbILLLLA VIMEET Te Xe Hayano 1 MecTo npukpe-
NAEHUA, HO Y BEPXHEMELMANbHOTO Kpas IMa3HULbl OHa NepekuibIBaeTca
yepe3 6rok. HyKHsS kocast MbILLILLA KOPOTKas, OHa Ha4MHAETCs OT nepef-
HEHVIXHEro Kpast MasHNLbI 1 MAET NoYTW NpsamMo. MbilliLa, nofHMMaloLLas
BEpXHee BEKO, Ha4VMHAETCH OT CyXOXMIbHOTO KONbLia, MPOXOLAMT Hemno-
CPefCTBEHHO Haf, BEPXHE NPAMOW MbILULIEN, y4acTBYS B GOPMMPOBaHKK
BEPXHEro MbILLIEYHOrO KOMMNEKCa, U NPVKPENIIAETCs K BEPXHEMY BEKy.

Komnnekc 3puTenbHOro HepBa 1 €ro Brnaranumiia
3puTenbHbIi Heps (Il napa YepenHbix HEPBOB) (haKTUHECKM SBASETCA TpaK-
TOM LleHTPanbHON HEPBHOW CUCTEMbI, OH MPOXOAWT HYepes KaHan 3puTenb-
HOTO HEePBa M Ma3HMULY M OKaH4MBAETCS FONOBKOW 3PUTENILHOTO HEPBa.
Okpy>kaloLLiasi ero TBepAas MO3roBast 000M04Ka ABAAETCS NPOAOMKEHNEM
BHYTPUYEPENHO TBEPAOI MO3TrOBOI 060M0HKY, Criepeivi OHa NePexoanT
B cknepy. Mpu MPT, kak NpaBuno, onpeenseTcs OKpyKalowni 3puTenb-
HbII HEPB TOHKMI 0O0L0K CMIMHHOMO3TOBOW XXUAKOCTY, MPOLOMKAIOWMNIA-
€S B CMHHOMO3rOBYIO XXMAKOCTb BHYTPUYEPENHbIX LUCTEPH.

Mepudepunyeckme yepenHbie HepBbl

I, IV 1 VI napbl YepenHbix HEPBOB 0OECNEUNBAIOT ABUTATENbHYIO UH-
HepBaLWMIO rMa3ofBuraTebHbIX MblLLLL, a Takke, Yepes TPeTbIo napy, na-
pacMNaTU4ecKyIo MHHePBaLLMIo papy>XKu. OTaeNbHble BETBU 3TVIX HEPBOB
B [T1a3HVILIe JOCTOBEPHO He onpefenaorca. OOHAKO 3HaHVe UX MyTu Ye-
pe3 KaBePHO3HBIN CVHYC 1 BEPXHIOIO FMa3HNYHYIO LLeNb HEOOXOAMMO A
NoKanu13aLmnm Natonormyecknx M3MeHeHW, 3aTparnBaloLLNX 3TV HepBbI.

‘-Iepe3 MasHULY NPoXoAAT Takxe ABe BETBU naTon napbl HepenHbIX He-
pBOB. I'IepBaﬂ BETBb BXOAWT B IMa3HULYy BMeCTe C ApYyrMMin HepBaMi Hepes
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femMaHr1oma rnasHuubl y MnageHua

BEPXHIO MMAa3HUYHYIO LLEMb W NOKMAAET MasHiLY Yepe3 HafrmasHuaHoe
oTBepcTMe. BTopast BETBb BXOAMT B MNa3HULY Yepes Kpyrioe oTBepcTie
(foramen rotundum) 1 HUKHIOIO MA3HUYHYIO LLEMb U NOKUAAET ra3H-
Ly 4epe3 NofrNa3Hu4Hoe oTBepCTvie.

Cocyaunctble CTPYKTYpbI

[Ma3Has apTepws BXOAWT B MMa3HKLLY BMECTE CO 3pUTeNbHbIM HEPBOM Ye-
pe3 ero KaHas; OHa 4acTo BM3yanu3npyeTca B MasHuLE, Tak Kak y Bep-
XYLIKY OpOWTBI OHa OTXOAUT OT 3pUTENbHOMO HepBa. Mpu aHrnorpadbmn
BbICOKOTO paspeluenns, KT n MPT B1aHo, 4To rmasHas apTepus aBnser-
€ NepBON UHTPaLypanbHON BETBbIO BHYTPEHHEN COHHOWM apTepuin. Xo4,
BEpXHel rMa3HoN BeHbl BapuabereH, Ho 0ObI4HO OHa NPOXOAUT MexXay
BEPXHEN NPAMON MbILLLLEV 1 3pUTENBHBIM HEPBOM.

JKupoBas knetyaTKka rnasHuLbl

Kpome thyHKLMM 3anonHeHns obbema NosocTy MasHuLibl, KMpoBas KeT-
4aTka (hopMUpPYET KOHTPACTHBIN OH VI TEM CaMbIM YrlyHLIAET BU3yan3a-
L0 APYTNX CTPYKTYP MMasHWLbl v NaToNOrM4ecknx NpoLeccos.

AHaToMMYecKre OCHOBbI Jly4eBOW AMarHOCTUKN

OnvicbiBas natonornyeckiie NpoLeccs! B rasHuLe, HeoOXOAMMO onpe-

DeNnTb NoKany3aLmio U3MeHeHUIM B COOTBETCTBYIOLLIEM CyOpervioHe rmas-

HULbI 1 OLEHWUTb €ro B3aMMOOTHOLLEHMS C KIIOHEBbIMM aHAaTOMUYECKM-

MU CTPYKTYpamK.

® [na3Hoe A6M0K0: HabNOAAITCA N UCKITIOYMTENBHO BHYTPUITA3HbIE
M3MEHEHWS MN IMEETCS TPaHCCKNepanbHoe pPacnpocTpaHeHne npo-
Lecca? OcobeHHo HonbLLOE 3HAYEHNE MMEIOT MPU3HAKIM MOPaXeHUst
rONOBKYM 3pUTENBHOMO HEpBa.

® 3puTenbHbIN HEPB: N3MEHEHVIS Pa3BKBaIOTCS B CAMOM HepBe 1nn
nepBrYHOE MopaxeHue NoKany3yeTcs B TBEPLON 0060MouKe HepBa?

® [nasopaBurateNibHble MbILLLbI: NaTONOMMYeCKe MIMEHEHNS NOKa-
SIN3YIOTCSH BHYTPU VNV BHE MbILLEYHOTO KOHYCa, MK XXe NopaxeHsl
camu MblLLbI? HabniopaeTcs N CUMMETPUYHOE NOPaKeHMe MbILULL?
VImetoTcs vt kakve-nnbo pyriie XxapakTepHble 0CobeHHOCTI?

® Cne3Has Xxenesa: 0JHOCTOPOHHVE UV [1BYCTOPOHHME U3MEHEHNA?
[IByCTOpOHHee NopaxeHKe yKa3blBaeT Ha CUCTEMHbIN NPOLLeCC.

® KocTh: UCTOYHMKOM NaTONOMMHeCKmX M3MEHEHN IBNSIOTCA CaMK KO-
cT1? ECvt NaTonorn4eckmnii o4ar npuneraet K Koctu, Habnioaaetcs nv
L00poKayecTBeHHast (hecToH4YaTasi Nepectpoiika KOCTHOM TKaHu 1iu
ee arpeccrBHan AecTpykums?

® 04aroBoCTb: HAONIOAAIOTCS N M30NIMPOBaHHbIE UM MHOXECTBEH-
Hble MOPaXxeHWs, o4aroBble 1N AUQPdOY3HbIE C HEYETKUMY KOHTYPa-
MW? PacnpoCTpaHsIioTCa v U3MEeHeHWS 3a Npefenbl rasHnLbl?

np0TOKOJ1bI ncanenoBaHusa
KT

CraHpaptHas KT rnasHuL, He TpebyeT oTaenbHOro 00CyXaeHus, 33 UCKIIo-
YeHWeM eaVHCTBEHHOM KNVHUYECKOW CUTyaLmK: NePUOAMNYECKIIA 3K30(-

TanbM BCIEACTBYIE BAPVKO3HOMO PACLUMPEHVIS BEH IMa3HKLibl. 3TO 00bem-
Hoe 0Opa30BaHyie YBENMHYMBAETCS NPV NOBbILLIEHWW BEHO3HOTO AaBNEHNS,
4TO BMIHO NP NPOBOKALIMOHHBIX Npobax. Mocne craHaapTHo KT ¢ KoH-
TPaCTMpOBaHMeM TOMOrpachvis NOBTOPAETCSH B COCTOSHWM 3a[ePXKM Abl-
XaH1s Npy NpoBeaeHW Npobbl BanbcanbBbl; Npy 3TOM NPOUCXOLNT No-
BbILLEHME BEHO3HOMO IaBNEHNIS 11 YBENINYEHYIe BAPMKO3HOTO y371a.

MPT

CraHpapTHas MPT rna3sHuubl 06bIMHO MHOPMATMBHA NPK BOMbLIMHCTBE
odranbMonoreckyix 3abonesanuit. NMpotokon BKIio4aeT B cebs Ty pas-
NINYHBIX TUNa NOCNeO0BaTENbHOCTEN, KaXaas 13 KOTOPbIX BbIMOMHAETCA
B aKCManbHOW ¥ KOPOHAbHOW MIOCKOCTAX, TOALLMHa Cpe3a 3 MM, none
0630pa 18 cM. Mo NokasaHWsM LONOMHUTENBHO BbINOHSAETC TOMOrpa-
(KA roNOBHOTO MO3ra.

® [IpekoHTpactHas T1 B (6e3 nomasneHns XnpoBom TKaHu)

® T2BMW C nofaBneHmem Xm1poBon TkaHm (Kak afkTepHaTVBa BbIMOSHS -
etcs MPT B pexwume STIR)

® [locTkoHTpacTHas T1 BW ¢ nogaBneHnem curHana oT X1MpoBOM TKaHW

MaTtonorus: cocyanctble ManbhopmaLmm

CocyauncTble ManbhopMaLMm NPeACTaBNsioT COO0M BPOXAeHHbIe He-
onyxonesble 00pa3oBaHws, KNaccubrLMpyeMble Ha OCHOBAHWM TCTONO-
FUHeCKMX 1 reMOANHAMUHYECKIX NPU3HAKOB.

KaBepHo3Hasi ManbgopMaLms rMasHULLbI: 3TO YacTo BCTpeYatoLLeecs
06bemMHoe 06pa3oBaHMe NpeAcTaBnseT cobon cneuudryeckyio natono-
rnio rasHuLbl. OHo 06pa30BaHO BEHO3HbIMU KaHANaMK, XapakTepusyio-
LWMMMCS 04eHb HU3KOM CKOPOCTbIO KPOBOTOKA, 1 MMeeT Kancyny. TepMuH
reMaHrvoma, 4acto ucronb3yemblin s 0603HayeHws 3Toro obpasosa-
HS, ABASIETCS OLUMOOYHBIM.

BeHo3Ho-nuMdaTnyeckas ManbdopmMaums: B 00pa3oBaHuMsx KpoBo-
TOK MOXKET OTCYTCTBOBATH (TWM 1), U e MMEETCH BEHO3HbIN KPOBOTOK
(T1N 2), BCTPEYaloTcs Takke CMeLLaHHbIe MasbdopMaLmmn. BO3MOXHO Ha-
ANYMe PacTAXMMOro KOMMOHEHTA, HTO MPUBOAWT K (DOPMMPOBaHMIO Ba-
pukosHoro y3na. Cnepyet n3beratb yCTapeBLUVX TEPMUHOB, Hanpymep
«IMMAAHTOMa» 1 «KUCTO3HaA TMrpoMa.

ApTeproBeHO3Hble ManbhOopMaLMK: VICTUHHbIE apTEPUMOBEHO3HbIE
ManbhopMaumMn MasHULbl BCTPEYAIOTCH PeaKo; ANS HUX XapakTepHa
apTepuanbHas reMoaMHamuika (Tvn 3) C BbICOKOM CKOPOCTLIO KPOBOTOKA.

N36paHHble cCbIKU

1. Yanoff M, Duker J: Ophthalmology. Expert Consult (4th ed.). Saunders: Phila-
delphia, PA, 2013

2. Rootman J. Diseases of the Orbit: A Multidisciplinary Approach. Philadelphia,
PA: Lippincott, 2003
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BurcoyHas kocTb

JlobHas kocTb HaarnasHu4Hoe otBepcTUe

KnunHoBMAHas KocTb BepxHsis rmasHuYHas Wenb

(manoe kpbino)
KaHan 3putefibHOro Hepsa

HocoBas kocTb

KnnHoBmaHas KoCTb

(6onbluoe Kpbino) CnesHas KoCTb

Peluetyatas KoCTb
CkynoBas KoCTb

HebHas koCTb
CkynoBas gyra

HWXHAA ra3HuYHas wenb

MoarnasHu4H TBEPCTU
BepxHsas yentocTb oamas Oe oTBepCTUE

MbiWwua, NogHMatoLWas

BepxHsis npsmas MbiluLa
BepxHee BEKO

CeTyaTka

XpﬂLLl,eBaﬂ nnacTtHKa

S Xopviougest
BePXHero Beka 3 puoniy
T -
—— Ckriepa
3agHsas Kamepa — — \ 5
! | ———— CTeknoBMaHasa kamepa
MepenHas kamepa — 4 1
/ ’ ! I N
Xpycranuk — ” ' | ,onoBka 3pwTenbHOro HepBa
Porosuua i — —
Bnaranviue 3sputensHoro Hepea
Papyxka / ~—— (TBeppasn obonouka
BonokHa pecHW4HOro noscka ¥ N\ — [lepnHeBpanbHas
: L CMUHHOMO3roBas XNAKOCTb
LnnnapHoe teno e

[OMOBKa 3pUTENBHOTO HepBa
e\ — ApTepus cetHaTkm

o _
— 3pUTENbHbIN HEPB

XpsaLesas nnacTHKa HUXHero

Beka
HWXHAA npsgMan MblllLa
HuXXHAA kocan MblLLa

(CBepxy) Ha p1CyHKe BO (hpOHTATIbHOW MIOCKOCTY TOKa3aHa CIOXHAs aHaTOMS KOCTHOM r1a3HMLbl. B hopMmMpoBaHIm KOCTHbIX CTEHOK F1a3HMLIbI y4a-
CTBYIOT BOCEMb PA3NNYHbIX KOCTeVt Yepera. CIOXHOV (opMbl OTBEPCTUS U LUEMM B BEPXYLLKE [11a3HULIbl OrPaHNYeHbl B OCHOBHOM BOSBLUMM U MasbiM
KDbIIOM KIMHOBUIHOM KOCTY 11 COEAMHSIOLUMMMCS C HuMi KocTsimu. (CHUBY) Ha prcyHKe oKasaH caruTTalbHbIA CPE3 [Ma3HuLbl, @ TaKXe nepenHui
1 38[HVV OTPE3KM [11a3HOr0 S6/10Ka. 3aMONHEHHbIVI BOASHUCTON BNATON NEPEAHMI OTPE30K COCTOMT U3 ePenHeN KaMepbl 1 04eHb MaeHbKov 3aHew
Kamepel. [opa3no bosee KpyMHbIV 3aAHUI CErMEHT BKIIOYAET B CebS CTEKIOBUAHYIO KaMepy. [Toka3aHbl 0607104k — CETYaTKa, XOPUOMAES M CKNIepa, a Tak-
K€ 371EeMEHTbI 3pUTENTbHOIO HEPBa B MECTe ero BXoAa B r1a3Hoe s6/10k0. Takxe 1306paxeHsl HEKOTOPbIe [11a30ABUraTeIbHbIE MbILLLbI U1 CTPYKTYPbI BEK.




JlobHas kocTb —

BepxHss rma3Haa BeHa —

MnasHas aptepusa —j

MepunHeBpanbHas —

CMNHHOMO3roBas XnaKoCrtb

3puTenbHbIN HEPB —

Hapy>Has npsmas MbiLLa —

HV>XXHAS rma3HnYHan BeHa —

MoarnasHNYHbIN HepPB —

[masuumna, 0630p

Porosnua —

NHTpaokynapHas nnMH3a —j
Cknepa —

CnesHas xenesa —

XKnpoBas knetyatka rnasHuLpl |
BHYTpeHHss npsimMas Mblliua —|
Hapy>xHas npsmas MblLLa —

MblILUa, NoAHUMAIOLLAS
| BepxHee BEKO

— BepxHss npsMast MbilLa

— BepxHasa Kocas mbiwua

— BHyTpeHHss npamas MbiLLa

— Pewetyatasn nasyxa

— HuxHas npaMan MblllLla

— BepxHeveniocTHas nasyxa

MepenHniz oTpe3ok (nepepHss
1 33[Hs KaMepbl, 3aMofiHeHHbIe
— BOASAHWCTOW B1aron)

— CobcTBEHHDBIN XpyCTanvk

| 3agHui oTpesok (creknoBuaHas
Kamepa)

MepurHeBpanbHas
| CNMHHOMO3rOBas XMAKOCTb

— 3pUTenbHbIN HepB

— BucoyHas gona

(Ceepxy) Mpw T1 BU MPT B KOpOHabHOV MPOEKLMM ONPEAESSIOTCS PACTIONATaloLLMViCs Ha nepugpepmn <KoHyC», 006pa3oBaHHbI [Ma304BUraTebHbIMM
MbILLILIaMU, KOMIIEKC 000I04eK 3pUTETbHOMO HEePBaA, OKPYXKakoLLyX CTBOJ 3pUTENIbHOTO HePBa, a Takke COCYAMCTbIE 06pa30BaHUs rmasHuLb!. T1-curHan
KMPOBOV KIETYaTKM M1a3HuLbl 0DECNIEYVBAET MPEKPaCcHbIVi KOHTPACTHBIV OOH, YYHLLAIOLLMI BU3YaNM3aLMIO COAEPXMMOTO masHuLbl. (CHU3Y) Akcu-
anbHas Tomorpamma. pw T2 BU MPT ¢ nogaBneHnem XupoBou TKaHW yAaeTcss OYTH MOMHOCTLIO MOAaBUTbL CUrHa OT XMPOBOV KIIETYATKM [11a3HULbI,
B pe3y/ibTate fy4qLLe pasiidyMbl 3anoHEHHbIE XUAKOCTbIO CTPYKTYpbl. O6bI4HO rpu MPT T2 BU onpenensercs HebosbLLoe KOMAYECTBO CMHHOMO3MOBOM
KUIKOCTY, OKDYXKAIOLLEV 3pUTeNbHbIN HEPB. B HOpME M1a304BuraTesbHble MbiLLLbl AAIOT CUTHA CPEAHEeN U HU3KOW MHTEHCUBHOCTY. BiuaeH Hebosb-
LLIOV (hparMeHT ClIe3HOM Xesie3bl, HO OOMbLLIAS YaCTb Xene3bl NeXUT BoilLe. [lepenHuii 0Tpe3okK rmasHoro sb11oka Aaet CUrHa BoAbl, BYHa B OCHOBHOM
nepeaHss kamepa, 3alHAs kamepa npy CTaHaapTHbIX MeToamKax MPT Hepaznn4ma. 3aHnM OTPe30K — CTeKNOBUAHas Kamepa — Takxe AaeT CUrHas Bo-
Abl. ObpatuTe BHUMAaHWe Ha MHTPAOKYTISPHYIO IMH3Y MPaBoro ra3a.
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Komob6oma

KNIOYEBAS UHOOPMALNA

TEPMWUHONOIMNA

® Konoboma = pacxoxeHne nnu AedekT TkaHew rnasa
® [ledeKT HEKOTOPbIX MK BCEX CTPYKTYP SMOPUOHANBHON Lenw
® Tnbl 33HUX KONoHboM
O Konoboma Ancka 3puTesbHOro Hepsa
O XopviopeTuHanbHas konoboma
® [lpyrvie cxofHble aHOManum
O AHoManwa Ancka 3pUTeNbHOMO HePBa TVNa «YTPEHHErO CAHNA»
O [MepunanunnapHas craunoma

BU3YAJIU3ALNA

JlokanbHbI aedekT 33[1Hero Nostoca rMasHoro s61oka
BbinsiumBaHmWe, coobuLaloleecs Co CTeKNOBUAHOM Kamepow
OpwieHTMpOBaHa Ha3af, Mo AfMHHOM 0CK MMa3Horo sbroka

YacTo conyTcTBYeT MUKPOMTaNbMY 1 PETPOOYNbOapPHBIM KCTaM
[Mpvt KT iMeeT NnoTHOCTb CTeKNOBMAHOIO TeNa

Mpv npexatansHoM MPT — BbINA4MBaHMe 3a[IHErO NOMIoca Ma3Ho-
ro sbnoka

(CneBa) Ha pucyHke akcuasb-
HOro cpe3a rnokasaHa kiaccuye-
CcKasi Koroboma Aucka 3pUTeNbHOro
HepBa — I0KaslbHbIi JEEKT 3aHe-
[0 M10/110Ca [MasHoro 1610ka B Mecre
PYIKDENIEHNS FOMIOBKY 3pUTESTb-
Horo Hepsa =1 .(CnpaBa) Mpy KT
¢ KY B akcuasnbHov rpoekLmm onpe-
LAeNSercs 0bLUMPHbIN konoboma-
TO3HbIV fecheKT B BepxHero kpasi
Amcka 3putesibHoro Hepsa. Obpa-
TUTE BHUMaHWe: peTpobysibbap-
HO€ BbIMS4¥BaHME 3aMoHEHO CTe-
KI0BUAHbIM TEIOM. Takxxe obparu-
Te BHUMaHue Ha MaJible pasmepb
camoro rasHoro s6/10ka.

ANDDEPEHUVASIbHBIA AUATHO3

BpoxxaeHHbIn MukpodTanbm
BpoxpaeHHaa rmaykoma
Helpocnbpomatos 1 Tvna
[lereHepaTnBHas cradmnoma
OceBas mvionus

MNATOJ1I0INA

® HapyLueHue 3akpbiTis SMOPUOHANBHON LLeny

o Criopafyyeckas 130n1MpoBaHHas NaTonorus UM ConyTcTByeT Ha-
CNeACTBEHHbBIM CUHAPOMaM

® CyHAPOMY 0BbIYHO CONYTCTBYET BYCTOPOHHSAA aHOManvst

KITMHNYECKWNE OCOBEHHOCTU

® CHYXeHWe OCTPOTbI 3peHNst; NIENKOKOpUS
® JleyeHue HanpaBeHo Ha KOPPEKLMIO aMeTpOruIA, fiedeHune Kocorna-
315, aMbnonmK, OTCNOVKM CEeT4aTK

ANATHOCTUYECKASA MAMATKA

® HeobxonMMo obcrefoBaHmne Ha NPeaMeT COMyTCTBYIOLIMX CUHAPO-
MaJSlbHbIX CUCTEMHBIX HapyLUEHNI

(CneBa) lMpu MPT T1 rma3Hubl

B akcuasbHOV MPoeKLyy Onpese-
JISETCS JI0KATIbHOE BbIMSYMBaHME
3apHero fofioca rasHoro s6so-

Ka B, J10Kanm3yIoLLeecs C BepxHe-
MEANasbHOV CTOPOHBI OT MOIOBKM
3puTenbHoro Hepsa. Obparute BHU-
MaHyie Ha JIeXalLyIo r103aAu Bbirs-
Y1BaHWSI BHYTPUIIIA3HUYHYIO YaCTb
3puTtenbHoro Hepsa . (Cnpaga)
[py MPT T2 B akcuasibHoOV po-
€KUM Y 3TOTO Xe naLmeHTa Bo3-

J1e MecTa MpUKPErIeHs 3pUTesTb-
HOIo HEpPBa OrMPEAeNseTcs IoKalb-
HbIV AEheKT miasHoro s6oka &.
ObparuTe BHYMaHYe, YTO CUrHa oT
KUIKOCTY, 3aMOHSIOLLEN BbINSHm-
BaHue, TaKovi e, Kak v OT 3aroJIHs-
I0LLero 3aAHNV OTPE30K CTeKNIOBULA-
Horo Tefa.




Komob6oma

TEPMUHONIOTUA

AGGpeBuMatypbl

® Konoboma amcka 3putensHoro Hepea (KA3H)
® XopuopetnHasbHas konoboma (XPK)

OnpepeneHus

® Konoboma = pacxoxaeHue nnv 1edekT TkaHew rnasa
® TUMbl 3agHUX KONoOoM
O KA3H: 3kckaBauys, orpaHyeHHas AMCKOM 3pUTeNIbHOro HepBa
O XPK: fiedekT, He 3aTparuBatoLLi AUCK 3pUTENbHOTO HepBa
WAV PacnpoCTPaHSIOLLMIACS 3a ero npeaensb!
® (CXOfHble aHOManun
O AHOManus AMCKa 3pUTeNIbHOMO HepBa TUNa «YTPEHHEro CUAHMUS :
nedekT, CoaepKaLLMM MManbHYIO TKaHb M OKPYXKEHHBIA MATMeEH-
TMpOBaHHbLIM 060AKOM
O MepunanunnsapHas cradunoma: BPOXAeHHbIN AedeKT cknepsbl
1 FONOBKM 3pUTENBHOIO HepBa
® [lpyrvie konobomaTo3Hble AedekTbl
O MoryT 3aTparuBatb Niobble /BCe CTPYKTYpbl SMOPUOHaNbHOM
wenn
— Papyxka, UmnunapHoe Teno, Xxpycranvk nnm Beko
O Konobowma Fuchs
— CKOLLEHHbIN KHM3Y AUCK 3pUTENBHOMO HepBa C CEPNOBUAHBIM
LeeKTOM BLOSb €ro HVXHe-HOCOBOrO Kpas

BU3YAJIN3ALINA

O6LLasn xapakTepucTuKka

® Jly4linii AMArHOCTUYECKMIN KpUTEpUiA
O [edbekT C BbINAYMBaHMEM 33AHErO NOMioca rasHoro A61oka; ae-
(heKT 3anoHeH CTEKNOBMAHbIM TENOM
O Yacro conyTcTyeT MuUKpodTanbMy v peTpobynbbapHsIM KMcTam
® Jlokanmsauns
O 3afHuWI Nomioc rasHoro sboka y NpuKpenneHns ronoBKM 3pu-
TenbHOro HepBa
® Pa3mepsl
O OBbl4HO HeboMbLMe ([0 HECKONBKMX MUMIMMETPOB)
O AHOManws no T1ny «yTPeHHEro CUAHMAY 1 NepUNanunspHas
cTradvnoMa KpyrHee npocTo KonoboMsl
® Mopdonorus
O KparepornopoGHas BbleMka, 3anofHeHHas CTekIoBUaHbIM TeNoM
O OpvieHTMpOBaHa B 3afjHeM HamnpaseHn No NPOAObHOMN OCK
rnasHoro s6oka
O [ledeKT Npu aHOManum TMna «yTpeHHero CUAHKS» MMeeT BOPOH-
k00Opa3Hylo hopMy 1 COAEPXKUT B LIEHTPE MManbHYIO TKaHb
O [pw 3apHen NepurnannuanapHomn ctacdnnome fedekT okpyxaer
LVCK 3pUTENBHOTO HepBa
® Jlatepanvsaums
O Tlpu Cnopagmnyecknx Cnyvasx — OAHOCTOPOHHSS, Kak KOMMOHEHT
CVHLPOMOB — ABYCTOPOHHSA
O AHOManws no T1ny «yTpeHHEro CUSHKA» NOYTU BCErAa OHOCTO-
POHHSS, Yallle NOKaNM3yeTcs Ha NPaBOM rMasy, YeM Ha NeBOM
O 3apHss nepunanunnspHas cradrnoma obbIMHO OLHOCTOPOHHSS

KT

KT 6€3 KOHTPaCTHOrO yCuneHus

O XwuakocTb B MpocseTe aetekTa = peTpobynbbapHble KUCTbl N30~
MHTEHCUBHBI MO CPaBHEHMIO CO CTEKNIOBMAHBIM TENOM

O [pw KPOBOM3NUSAHWM — CyOpPETUHANBHOE CKOMNEHNE MOBbILLEH-
HOW NAOTHOCTM

® KT B KOCTHOM OKHe

O [lo Kpafm AAWTENBHO CYLLECTBYIOLLMX Ae(eKTOB MOXET Pa3By-
BaTbCA KasbLHO3

MPT
e T1BMNT2BMU
O WN301HTEHCMBHA NO CPABHEHMIO CO CTEKSTIOBUAHBIM TEJIOM
O Tlpw OTCNOMKe CeTHaTKM — HEOLHOPOAHbIV CUrHal, B TOM YMciie OT

remMopparmM4eckon 1 boraton GenkoM cybpeTHanbHOM XUaKOCTH
(rvinepwHTeHCKBHOM NPU T1)

O MranbHbIN NY4OK B LLEHTPE aHOMaNMM TUNa «yTPEHHEro CUSHKA»
M30MHTEHCKBHBI MO CPaBHEHWIO C GeNbiM BeLLECTBOM
® KoHTpacTnpoBaHue
O Cknepa KOHTPACTMPYETCS; MOXET KOHTPACTMPOBATHLCA MMANbHBbIN
My40K NMPW aHOManUM TUNa «yTPEHHEro CUAHNA»
O [lpyrux KOHTPaCTHbIX NAaTONOMMYECKNX CTPYKTYP B fedekTe HeT
® [IpexatanbHoe MPT
O BbiNAYMBaHWe 3aAHEro KOHTypa Ma3Horo s6roka

Y3n
® Bhing4vBaHve 3aHero nomioca rnasHoro sonoka Y FONOBKW 3pUTESib-
HOro HepBa

® [1pU HaNV4UmM KCTbl ONPeSEenseTcs rnoxoreHHoe petpobynsbap-
Hoe 0bpa3oBaHue
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PekomeHpauunu no BuUsyanmsauun

® JlyyLumnit MeTOA BU3yanu3aumm

O M3mMeHeHVst rna3Horo A010Ka v 3KCTPaoKyNpHbIX CTPYKTYP Bbl-
aBnstoTcs npy MPT nnm KT, ocobeHHo ecnv iedekT npensTcreyet
NPAMOV BI3yanu3aLumm

O KT no3sonseT fOCTaTo4HO TOYHO ONMCaTh MMEIOLLMeCs N3MeHe-
HKs 1 Be3 NpoBefieHUs cefaLmv

O MPT ronosHoro Mosra MHMOPMaTBHa NPV CUHAPOMAaNbHbIX
aHOManvsx, OHa NO3BONAET ANAarHOCTMPOBATL COMYTCTBYIOLLME
BHYTpUyepenHble aHoManum

ONDODEPEHUNATIBHBIN ANATHO3

Bpo>kaeHHbIV MuKpodTanbm

® Taxenbli BpOXKAEHHbIN AedekT rmasa
® [lechopMMpOBaHHOE rMa3Hoe S00KO Masbix Pa3MepoB C Npunexa-
LLLer K HeMy KMCToN

BpoxxpeHHas rnaykoma

® MaHUheCTUpyeT Npu POXAEHUM, 0DbIYHO ABYCTOPOHHSSA
® YBenvyeHune pa3MepoB rasHoro Abnoka

Henpodurbpomartos 1 Tmna
® YBenvyeHue rmasHoro sbnoka= «Oydranbm»
® Moxer CONpoBOXAATLCA TMNOMOMN LMCKa 3pnTeNbHOro HepBea, Anc-

nnasuen Kpbina KNMHOBMAHOM KOCTW, NNeKCUMOPMHOM HeMpodu-
Hpomo

JereHepaTnBHas ctacpunoma

® [lereHepaTviBHas 3KTa3us rnasHoro sbnoka

® IcToHYeHMe 3afHel 4acTu cknepanbHo-yBeanbHoro 06oaka

® YBennyeHre pa3mMepoB rMa3Horo fbnoka, conytcTeyeT OnM3opyKoCTH

AKcunanbHas 6n11M3opyKocTb
® Vi/vHeHVe nepeaHe-3aiHero pasmepa

MATONOIrNA

O6Las xapaKTepucTuKa

® STmon0rvs
O SMbBpU1oHanbHas Lienb TAHETCS BOOMb HUXHEHOCOBOM MoBepX-
HOCTW 3pUTensHoro Gokana u ero crebns
O [Ins HopManbHOro hopMUPOBAHIS TMa3HOro Abnoka 1 3puTens-
HOrO HepBa HeoBXOAMMO 3aKpbITve SMOPHOHaNbHON Lwenn (5
7 Hepenn)
O Konoboma (KA3H/XPK)
— HapyLueHvie 3aKpbITVIs BEpXHEN HacT SMOPHUOHANBHON LUK
O AHOMANNA TUNa «YTPEHHETO CUAHNAY
- HenonHoe 3akpbiTne cknepbl (4-2 Heflens)
— [lncreHes Me303KTOAEPMbI FONOBKYM 3pUTENBHOMO HepBa
O MepunanunnspHas craunoma
- HenonHas onddepeHLypoBKa ckiepsbl
- OcnabneHwie MexaHUYeCkyX CBOCTB NepunanmispHbIx
CTPYyKTYp
® [eHeTuKa
O Cnopapumyeckas konoboma
- HeHacnepacrseHHas
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~ OOHOCTOPOHHSIS; 0COOEHHO M30nMpoBaHHas KA3H
— BO3MOXHO BO3AENCTBIME BHELLHYX (DAKTOPOB Ha OpraHn3Mm
matepu
O HecnnppomanbHas konoboma
— Kak npaBwno, ayTocoMHO-A0MUHaHTHas
— Pa3BMBaETCA NPU PasAMYHbIX CNeLndUYecknx MyTaLmax
O CuHapomanbHas konoboma
— OObI4HO ayTOCOMHO-peLIeCCMBHAs
- Kak npaBwno, ABYCTOPOHHSs, ocobeHHo XPK
- CBf3aHa C TpucomMuien
- Necatku cnsapomos (CHARGE, Aikapau, nanunsiopeHans-
Hbi, COACH, Mekkens, Warburg, Lenz)
O AHoManus pucka 3puTenbHOro HepBa TUMa «yTPeHHero cm-
AHUS»
— Kak npaBwno, cnopagmyeckas; ceMenHble cy4an peaku
— OLHOCTOPOHHSA, 33 UCKII0HEHNEM CEMENHDIX CIy4aeB
O NMepunanunnsipHas ctapunoma
- Kak npasuno, cnopagmyeckas
— OHOCTOPOHHSS, 0ObIYHO M301MPOBaHHAsA aHOManVist
o ConyTcTByiOLLME aHOMaNMn
O Tpuafa OCHOBHbIX BPOX/EHHbIX aHOManui rnasHoro f6noka
~ MuikpodrTanbm, aHodTansMm 1 konoboma (microphthalmos,
anophthalmos, coloboma — MAC)
O AHOManuu rmasHuupl
— MukpodTanbMm; aTpodus 3pUTENbHOTO TPaKTa U XMasmbl
- PeTpobynbbapHast konobomaTo3Has K1cTa
- Otcnovika cetyatkm (25-40%) (KO3H, aHomanwvs Tna
«YTPEHHETO CUAHWSY»)
- BpoxpaeHHas simka 3puTenbHoro Hepsa (KO3H, aHomanws
TUMNa KYTPEHHErO CUSHSY)
- KatapakTa; rnanovgHas aptepus (KO3H, aHomanums tuna
«YTPEHHEro CUAHWS»)
- Konoboma papyxkm (KO3H)
— [MepcucTnpyiolLee runepnnacTn4eckoe NepBrmyHoe CTekNoBma -
HOe Teno, aHvpwmavs (aHoManwis Tuna «yTPEHHEro CUAHUAY)
O CUCTEMHbIE HapyLLEHMS
- [NopaxeHwe noyek, LIHC n MHorve opyrne cuctemHble Hapy-
LUEHWS, 0COOEHHO NPW [IBYCTOPOHHWX aHOMANMSX Ma3HOro
fbnoka

CraaupoBaHue, knaccndukaums
® [Ipoctas konoboma (rnasHoe s6I0KO ¥ POroBULA He U3MEHEHbI):
~15%
O Hauny4wwmm nporHo3 Ans 3peHuns
® Konoboma ¢ MukpokopHea (<30 Mm): ~40%
O Xopowwii NporHo3
® Konoboma ¢ MUKPOKOpHEa 1 MUKpodTansmMom: ~40%
O HebnaronpuaTHbIN NPOrHo3
e Konoboma ¢ MUKPOMhTanbMOM U KUCTON: ~ 5%
O Hauxyawwmn nporHo3 Ans 3peHus

MaKPOCKOﬂVI"IeCKVIe n Xxvpyprunyeckume 0c06GeHHOoCTN

o Konoboma (KA3H/XPK)
O BopoHKoobpa3Hoe yrnybneHune Ha rMa3HoM fiHe
® AHOMAnMs TNa «YTPEHHEro CUAHUA»
O Tyyok GenoBaTol TKaHW NepeKpPbIBAeT YBENMYEHHBIN ANCK 3pU-
TeNbHOTO HepBa
® [lepunanunnapHas cracuaoma
O SKCKaBaLMst, Ha fHe KOTOPOW NEXUT YTOMAEHHbIN ANCK 3pUTENb-
HOro HepBa

Mukpockonus

o Konoboma (KA3H/XPK)
O MHBarvHaLwma munanbHOro KOMMOHEHTa CeT4aTky B Aeekt
® AHOManus T1Na «yTPeHHero CUAHNA»
O LleHTpanbHbIN Ny4OK BaCKyNAPU30BaHHOW COEAVHMTENBHOM
1 FanbHOW TKaHW
® [lepunanunnapHas ctacuioma
O KpynHbii NepunanunaapHbiv AedekT, UCTOHYeHe CKNepbl

KIIMHNYECKUE OCOBEHHOCTU

MposiBneHns

® TNu4Hble NPK3HaKM/CUMNTOMbI
O CHUXeHVie OCTPOTbI 3peHns
® [lpyrve npu3Hakv/CUMNTOMBI
O JleiKoKopwusi; aHOMaMM pajly>ki 0ObIHHO CONMPOBOXAAIOTCS
XapakTepHbIM fedekToM TUMa «3aMOYHOMN CKBAXMHbIY; B TAXe-
NIbIX Cy4asx — MUKPOMTansM v aHobTanbmM; Npy CUHAPO-
MarbHbIX aHOManAX — Lipyrvie CoNyTCTBYioLLMe fedeKTbl
® [IposBneHus
O 3puTenbHble GYHKLMN 3aBUCAT OT 00bema NopaxeHus ancka
3pUTENBHOO HepBa 1 OTCIIOMKM CeTHaTKM
— BTopu4HO BCEACTBIME HU3KOW OCTPOTLI 3peHUs Pa3BMBalOTCA
KOCOrnasue 1 H1UCTarm
— OcnabneHwie 3puTenbHbIX BbI3BaHHbIX NMOTEHLMANOB
® Odranbmockonma
O KI3H: KpynHbIZ ANCK € 3KCKaBaLLMEN; MOXET HanoMWMHaTh rnay-
KOMaTO3Hy!0 3KCKaBaLMio
O XPK
— benoro uBeTa C MUrMeHTVPOBaHHbIMU Kpasmu
— [pocTnpaeTcs KHM3y OT AMCKa VAW NOKANM3YETCA CHI3Y
O AHOMaNWs TMNa «yTPEHHero CUAHNA»
— KpynHbIi Amck 3puTensHoOro Hepsa ¢ GonbLLOM 3KCKaBaLyen;
B LIEHTPE NIeXMT Ny4HOK TKaHW
— LleHTpanbHbIv My4OK TKaHW OKPYXeH KOMbLOM NUIMeHTa; Ha-
NOMWHAET LIBETOK BblOHKa MypnypHOro
O MMepunanunnapHas craunomMa
~ LleHTpanbHbIN KpaTep, B KOTOPOM NEXUT LUCK 3PUTENBHOO
Hepsa
— YTONNeHHbIN INCK 3pUTENbHOTO HEPBA B OCTaNIbHOM He K3Me-
HeH; aTpodKs OKPY>KaIOLLEro MUIMEHTHOTO SNUTENNS

SnungemMmuonorns

® Konoboma (HecuHapomanbHas): 1:12000
® AHOMaNVA T1Ma «YTPEHHEro CUAHUA» 1 MepUnanuanapHas craduio-
Ma: BCTPEYAIOTCA PeKo

TeueHue n nporHos

® OcTpoTa 3peHNs KOPPENUPYET C COCTOIHUEM CETHATKM
O OTCrnonKa ceTHaTkn NPUBOLNT K ObICTPOMY YXYALLEHWIO 3peHMs
O Atpochus (3pUTeNnbHOro) HepBa 1 KatapakTa MOrYT Bbl3bIBaTb MO-
CTeneHHoe yxyfLeHune 3peHus

JNleyeHue

o KOppF_‘KLI,I/IFI aMETpOFIVIPI, NeyeHue Kocornasus 1 ambnmonumm
® JleyeHue OTCNIONKI CETHaTKM

ANATHOCTUYECKAA MAMSATKA

Cnepyert yyecTb

e Konoboma inarHocTpyetcst npy odhTanbMoCckonin

® Pe3ynbTaThl Ny4eBbIX MCCNEf0BaHMIA MOATBEPXKAAIOT aHOMANMM rMa3-
Horo 1610ka, NO3BONAIOT AMArHOCTMPOBATL PETPOBYNLOAPHYIO NaTo-
IOTUIO, HANPUMeEP, KMCTbI, U BbISBASITH COMYTCTBYIOLLVE aHOMANUK

CoBeTbl N0 MHTEprpeTaLnu n3obpaxxeHnm
® B03MOXHbI CONYTCTBYIOLVE CUCTEMHBIE 1 CAHAPOMHbIE aHOMATMK

MN3BPAHHbBIE CCbUJTIKU

1. Dar SA et al: Prenatal diagnosis of colobomatous microphthalmos. J Pediatr
Ophthalmol Strabismus. 52 Online:e22-5, 2015

2. Williamson KA et al: The genetic architecture of microphthalmia, anophthalmia
and coloboma. Eur J Med Genet. 57(8):369-80, 2014

3. Righini A et al: Prenatal magnetic resonance imaging of optic nerve head colo-
boma. Prenat Diagn. 28(3):242-6, 2008

4. Altun E et al: Anterior coloboma with macrophthalmos and cyst: MR findings.
ClinImaging. 29(6):430-3, 2005

5. Vogt G et al: A population-based case-control study of isolated ocular colo-
boma. Ophthalmic Epidemiol. 12(3):191-7, 2005

6. Chan RT et al: Morning glory syndrome. Clin Exp Optom. 85(6):383-8, 2002



Komob6oma

(CneBa) lpy MPT T2 FS 8 akcu-
asbHOV MPOEKLMM BU3Yan3npy-
€TCsl YMeHbLLUEHHOE /1eBOe r/1a3-
Hoe 56110Ko ¢ 0bLIMPHOV 3aaHeN
Konobomovi 1. HerocpencrseHHo
1103a/u r1asHoro 16/10ka B X1po-
BOW KJIEeTHaTKe r1a3HuLbl orpesne-
JISIIOTCA [1BE OTAEbHbIE COMYTCTBY-
foLLye KoObOMAaTO3HbIE KUCTbI .
(CnpaBa) Y mnageHLa c MHoxe-
CTBEHHbIMY BPOXAEHHbIMY aHOMa-
v npu MPT T2 FS B akcnans-
HOW MPOeKLmMM B 3aJHEM ofoce
e opMUPOBAHHOIO M1a3HOMO
6/10Kka MasbIx pa3MepoB ornpese-
JISIETCS METIKM KOTOOOMATO3HbIN
AepekT. BuaHa kpynHas conyTcrsy-
foLLast peTpobysibbapHas K1cTa .

(CneBa) Y naumenTa ¢ cuHapoMom
Avikapav ipy MPT B pexxime STIR
B aKcuanbHOV NpoeKkLmm y Mecta
MPUYKPEreHys 3pUTeIbHOro HepBa
J1eBOrO [71asa onpenensercs yme-
peHHoro pa3mepa konoboma m=.
Takxe onpenensieTcs KpynHas Kucra
XOpMOVAaNbHOrO CrTETEeHNA =,
4acTo BbISBAIAEMAs ¥ NaLMeHToB

€ 3TUM X-CLierneHHbIM CUHAPOMOM.
(CnpaBa) Y nauwveHra ¢ cuHapo-
moM CHARGE nipu KT ¢ KY B akcu-
aslbHOW NpoeKLmy onpenensert-

€51 MeniKnv AepeKT 3aiHero nosnoca
npaBoro masa C okasbHbIM Bbis-
YyBaH1eM CTeKoBUAHOIO Tena .
Takxxe HabMoAAIOTCA MPaBOCTOPOH-
HWV MUKpOTabM v aHOManus
Xpycranika 8.

(CneBa) lMpu ogpransMockomnm
BUAHA KPYHas 3a[Hss Konoboma,
B LYEHTPE KOTOPOW JIEXUT 07108~
Ka 3puTesnbHoro Hepsa 1. Conyr-
CTBYIOLLAS KpaeBas nurMeHTa-
Uus E5] yka3biBaeT Ha BOBJIEYeHMe
CeTyaTku 1 CocyancTon 0bosoY-
ku. (Cnpa.a) lNpu ogransMocko-
MY BU3Yanu3npyeTcs yBenyeH-
HbIVl B pa3Mepax BOPOHKOOOpa3-
HbIV gMCK 3pUTENbHOM HepBa ],
coAepXaLLmy My4oK rMmumanbHou
TKaHW U1 OKPYXKEHHbIV KObLIOM AT
MeHTa 31, Takasi KapTvHa Haromm-
HaEeT LIBETOK BbIOHKA My PITyPHOIO.
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[lepBUYHOE MEPCUCTUPYIOIIEE TUIIEPIIACTUIECKOE

CTEKJIOBHUIHOE TEIIO

KNOYEBAA NHOOPMALNA
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TEPMWUHONOIMNA

® Bpox[eHHas aHoOManvis, pa3BrBaloLLasCcs BCNeACTBUE HEMOHOTO
perpecca 3MOPVOHaNbHOM COCYANCTON CETW Ma3Horo Abnoka

® [lepcucTupytolias theTanbHas COCYAMCTas CeTb — HOBbIN TEPMUH, UC-
nonb3yeMbl B COBPEMEHHOW NTepaType

BU3YANIU3ALNA

® KoHTpacTHas MArkas TkaHb, UMeloLLias hopmy Gokana ans MapTUHK
O [ly40K BaCKynApM30BaHHOW TKaHW TpeyronbHon GopMbl No3aau
XpycTanvika
O HoxKy LieHTpanbHOro ny4ka TkaHy popMypyeT pyaUMEHT r1ano-
NOHOW apTepum
® 43CT0 pa3BMBAETCA OTCNOMKa CETHATKM
® Marble pa3mMepbl [M1a3HOro A60Ka, CTEKNOBULHOE TENO MOBbILLEH-
HOW NNOTHOCTW
® KanbLyHO3 HabniopaeTcs peako
® [ViNepuHTEHCMBHAsA KPOBb V1 CIOUCTLIN BETPUT

ANDDEPEHUUANBbHbIV AUATHO3

® PeTyHObNacToma

® BpoxaeHHas kaTtapakta

® bHoresHb Koatca

® PeTnHOMNATNS HEOHOLWEHHbIX

NATOJ1I0IrNA

® B HOpMe NepBMYHOE CTEKNOBMAHOE TENO NOABEPraeTCs MHBOMMLMN
ellie 1o POXAEeHNs

® HapyLieHue pe3opbuuu ruanonga npuUBOANT K COXPAHEHMIO ero
hparmeHToB B KaHane Cloquet

KITMHNYECKWNE OCOBEHHOCTIA

o JleKoKopwUsl, H3Kas OCTPOTA 3PEHNS U ManeHbKe pa3Mepb rmas-
Horo abnoka

® [lepefHUI TUM XapaKTepPU3YeTCs NyHLIMM NPOrHO30M /1S 3peHUs

® Xupypruyeckme MeTofbl IeYEHUS: IEH33KTOMIS, BUTPIKTOMISA

® [InuTenbHoe neveHne
O JleyeHvie aMBAVONWN 1 KOPPEKLIMA aHOMAUI pedpakLmm
O JledeHvie rnaykoMbl 1 OTCII0EK CETHaTKM

ANATHOCTUYECKAA MAMATKA

® Y HeOHOLWEHHbIX MNIaAEeHLEB B HOPME MepBr1YHOe CTEKNOBMAHOE
TeNo MOXET PerpeccpoBaTh He MOHOCTLIO U BU3Yanu3npoBaThes
npu otbTanbMoCKonMm

® [lepBrYHOE NEPCHCTMPYIOLLEE TUMEPMNACcTMHECKOE CTEKNOBUAHOE Te-
710 Yallie AApYrux aHOManuiA rasHoro A610Ka oLWMBOYHO pacLieHMBa-
eTcs Kak peTnHobnacToma

(CneBa) Ha pucyHke carutrabHo-
[0 Cpe3a I11a3HuLbl MoKka3aHsl nep-
BUYHOE NEPCUCTUPYIOLLEE rvmep-
/1aCTUYECKOE CTEKNTOBUAHOE TENO
Y TpeyrosbHas MSrkoTkaHHas CTpyK-
Typa ro3aau xpycranvika =, ot
KOTOpOVi TAHETCS cTebestek ocTaToy-
Horo rvanovaa &5. Obpature BHU-
MaHue Ha 0bLMPHYI0 V-06pa3Hyio
orcroviky ceryarky . (Cnpaea)
[py MPT T1 BU FS B akcnanbHou
POEKLMM OMPERENSETCS My4OK
PETPONEHTAIbHOM TKaHW ], Me-
foLymvi popmy bokana ans Maprv-
HW C TOHKOV HOXKOM B3, TAHYLLen-
1 K FOJIOBKe 3pUTESbHOTO HEPBA.
Onpexensiorcs 0bLLMpHas rvne-
PUHTEHCMBHAS OTCIIOVKA CETYaTKM
B, conyTcrByioLLee CybpeTHasb-
HOe KpOBOW3/IMSIHIE 1 ypOBEHb
KUAKOCTY .

(CneBa) lMpu MPTT1 FS B akcu-
albHOV MPOEKLMM ONpeaensioT-

€51 ABYCTOPOHHUI MUKPOGTaIbM

Y GHOMasbHO rNepUHTEHCUBHAS
reMopparvi4eckas orciovika cerdar-
K 060mX rr1a3 B, [MNoVHTEHCUB-
Hoe 0bpa3oBaHue, TAHyLLeecs oT
AMCKa 3pUTENIbHOrO HEPBa K Xpycra-
JIVIKY NPeacTaBsieT coboy ocTaroy-
Hbivi rvanons &5, (Cnpasa) Moy
MPT T2 FS B akcvanbHow npoek-
LMV OMPesensieTcs OCTaTouHbIN rva-
7101/, MPaBoro masa =, TAHyLMK -
51 OT XpyCTanmka K 3aAHeMy Mosio-
€y, K MECTY MPUKPEneHVs 3puTesb-
Horo HepBa. Ha T2 BU obLuvpHas
rNepuUHTEHCUBHAS OTC/IONKA CeT-
yarku I OTHOCUTENIbHO 710X0
3amMeTHa Ha (hoHe CTeKNoBMAHO-

ro Tena.




[lepBr4yHOE MepCUCTUPYIOIIEE TUIEPIIACTUYECKOE

CTEKJIOBHUIOHOE TEIIO

TEPMUHONIOTUA

AGGpeBunartypa

® [lepBuyHOe Nepc/CTUpYIoLLEe F1epNacTUdeckoe CTeKNoBUAHOE Te-
no (MArCT)

OnpepeneHus

® BpoxaeHHas aHoManus, NPUYMHOM KOTOPOW ABNSETCS HEMOMHbIN
perpecc 3MGpUOHaNbHOM COCYAMCTON CEeTYU rMasa

® [lepcucTmpyiollas eTanbHas COCyanCTas CeTb — HOBbIV TEPMUH, C-
NoMb3yeMblll B COBPEMEHHOW NTepaType

BU3YAJIN3ALINA

O6GLan xapaKTepucTuKa
® Jly4Lini AMarHOCTUYECKMIN KpUTEpUiA
O PeTponeHTanbHasi MSrkoTkaHHasl CTPYKTypa 1 HOXKa
O ManeHbKoe rnasHoe s1610k0 NOBbILIEHHOW MAOTHOCTU UNK
runepuHTEHCMBHOE
® Jlokanm3aums
O W3onunposaHHas 3agHss dopma (15-25%)
O W3onupoBaHHas nepegHss dhopma (5-25%)
O MepenHss 1 3aaHsa dopma (50-80%)
O OpHOCTOpOHHee > ABYCTOpOHHee (3:1)
® Mopdonorus
O Ty4oK KOHTPACTHOM MSITKoW TKaHW B hopme Gokana ans map-
TUHU
— PeTponeHTanbHbI MArKOTKAHHbI Ny4OK TPeYrofbHOM opMbl
~ LleHTpanbHbI cTebenb 0CTaToyHoro ruanomaa
O YacTo OCNOXHSETCH OTCNONKOM CeTYaTKN
® KoHTpacTupoBaHue
O KoHTpacTvpyeTcs peTponeHTanbHas TkaHb, a Takxe CTeKNoBMAHOe
TENo, B 3aBMCUMOCTM OT CTENEH COXPaHHOCTV 3MOPUOHANBHOM
COCyaMCTom CeTu

KT

® KT 6e3 KY
O Mernkoe rnasHoe H6J'IOKO, rMNepuHTEHCMBHOE CTEK/I0BMAHOE TeNlo
O MoryT onpefensaTbCa CIOUCTbIE KPOBb AW AETPUT
O KanbLMHO3 BCTPEYAETCSH Pefiko

MPT
® CnvH-3x0 MPT
O Menkoe rna3Hoe s6510k0, aHOManbHas MMNepUHTEHCUBHOCTb CTe-
knosuaHoro Tena kak npu T1BW, Tak v npu T2 B
O B CTekn0BMAHOM Tefe onpefensercs KPOBOV3AMAHME U CIONC-
ThIVt AETPUT
— [apameTpbl CvrHana BapbUpPYIOT B 3aBMCUMOCTY OT CPOKOB
KpOBOM3NNAHIA

Y3un
o CwMelLLeHVie XpycTanyika, MnepaxoreHHbI PETPOEHTabHBIN TAX

PekomeHAaLMM No BU3yanusauum

® JlyyLuni1 MeToA BM3yanu3aumm

O KT no3sonset avddepeHLpoBaTh 3T0 COCTORHME OT PETUHOD-
NacTomb! (kanbLmHo3)

O MPT—Haubonee nHpopMaTUBHbI MeTod anddepeHUn-
anbHOWN ANarHOCTMKM HeKanbLMHUPOBAHHOW PETUHOG-
NacToMbl OT APYrMX NPULKH JIENKOKOPUU

® PekomMeHaLMM MO NPOTOKONY NCCefoBaHMA
O bornblIoe 3HaYeHWe MeeT KOHTPACTHOE yCuneHme

ONODODEPEHUNANBHBIN ANATHO3

PeTnHOGnacroma

® Hanviue KanbLMHO3a No3BonseT AnddepeHLMpoBaTb PETMHOO-
nacromy ot MATCT

Bpo>xaeHHas KaTapakTa
® AHOManus Xpycranvka BCneAcTBre NpeHaTanbHOro NopaxeHus

bone3Hb Koatca
® DKCCynaTMBHas PETMHOMATMA C OTCIIOMKOM CeTYaTKM
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PeTHONaTNsA HepOHOLEHHbIX
o PeTponeHTaanaﬂ q3|/|6ponna3vm; MeJIKoe MMOTHOE rMa3Hoe 1610k

MATOJ1IOTUA

O6LLas xapakTepucTuka
® STuonorva
O TepBrYHOE CTEKNOBMAHOE TeNo =3MOpHOoHanbHas CoCyancTast
CeTb MVanonaa pasBrBaloLLErocs rmasHoro sbnoka
O HopMarbHoe heTanbHoe neperyHoe CTeKNOBMAHOE Teno Nog-
BepraeTcs HBOMIOLMM K BOCbMOMY MecsLly rectauun
O HapyLueHue pe3opOLmm NPUBOAUT K COXPAHEHMIO OCTAaTO4HOMO
rnanonaa B kaHane Cloquet
o ConyTcTyiOLLViE aHOMaNNK
O MMICT obbl4HO NpeacTaBnseT coboi N30MMPOBaHHYIO OAHOCTO-
POHHIOIO NaToNornio
O [1ByCTOpOHHSAS aHOManMsi COMYTCTBYET CUCTEMHbIM 3a00MeBaHM-
AM UK HACNeACTBEHHbIM CUHAPOMaM (c1HapoMbl Hoppu 1 Bap-
Gypra)

Mwukpockonus

o DybpoBackynspHas pbixnas CoednHUTENbHAs TKaHb
® OcTaTouyHas ranonaHas aptepust

KIIMHNYECKUE OCOBEHHOCTU

MposiBneHns

® TVNnYHble NPY3HaKK/CUMITOMBI
O J1eKoKopUs, HI3KIMe 3pUTeNbHbIE PYHKLMM 1 MENKOe rnasHoe
A6noko
® [lpyrvie Npu3HaKku/CUMNTOMbI
O KatapakTa, Kocornaswe, HUCTarMm, yBeut

TeyeHue n NporHos
® [lepefiHee: HaWYYLLMIA NPOTrHO3 AN 3peHns
® 3afHee: OCTPOTa 3PEHNS CHVKEHA IO CBETOBOCMIPUATA / ABUXKEHMS

pyKku
® PYICK BTOPUYHOM rnayKoMmbl

JleyeHune

® |lenn: coxpaHeHwue 3pnTeNbHbIX PYHKLMIA, NPOdUNaKkTMKa rnayko-
Mbl, OPMMPOBaHME 3payka C KOCMETUHECKMMM LeNaMm

® Xupypruyeckoe nedeHune
O TepenHee: NEH33KTOMMS, MMNAAHTaLMA MHTPAOKYNAPHOM NINH3bI
O 3apHee: BUTPIKTOMYS, yAANEeHWe MManonaHoro Taxa

® [lnuTenbHoe neyeHne
O JleyeHvie ambBAVONM 1 KOPPEKLWS aMETPONMIA
O JleveHue rnaykoMbl 1 OTCIIOEK CETHATKM

ANATHOCTUYECKAA MAMSATKA

Cnepyert yyecTb

® Y HelOHOLLEHHbIX MafEHLEB B HOPME NepBUYHOe CTEKNOBMAHOE
TeNo MOXET PerpeccupoBaThb He MONHOCTBIO M BM3Yan3npoBaThCs
npv 0hTanbMocKonnm

CoBeTbl Mo MHTeprpeTaLmmn n3odpaxkeHnin

o [NTCT Yallle ApYrvx aHOMaNMM rMasHoro s6oka owmnboYHO pacLie-
HMBAETCs Kak peTMHobnacToma

N3BPAHHbBIE CCbUJTIKU
1. Burns NS et al: Diagnostic imaging of fetal and pediatric orbital abnormalities.
AJR Am ] Roentgenol. 201(6):W797-808, 2013

2. Brennan RC et al: US and MRI of pediatric ocular masses with histopathological
correlation. Pediatr Radiol. 42(6):738-49, 2012
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bonesurn Koarca

KNIOYEBAS UHOOPMALNA

TEPMWUHONOIMNA

® PeTiHanbHbIe TeneaHrMakTa3unm, 3KCCyaaTMBHas PeTVHONaTUs
® AHOMaJslbHOE Pa3BUTVie KanuNAPOB CeTHaTKM, BedyLiee K CydpeTn-
HasIbHOMY CKOM/IeHMIO 3KCCyaaTa

BU3YANTU3ALINA

® CyOpeTuHanbHbIN 3KCCYAAT M OTCIONKa CeTHaTKM
® OpHoctopoHHee B 90% cryyaeB; ABYCTOPOHHeE Npu CUHAPOManb-
HOM NOpPaXeHWK
® [lOpaxeHHbIV a3 VMeeT HeCKOMbKO MEeHbLLME pa3mepbl N0 CPaBHe-
HWIO C MapHbIM
® TUNUYHBINA V-06pa3HbIA KOHTYp OTCIONKM CETYaTKM
e KT
O [MNepUHTEHCKBHBIN 3KCCYaaT; KanbLMHO3 HabnofaeTcs o4eHb He
4acto
o MR
O [MNePUHTEHCKBHBIN C BbICOKMM COflepXaHnem Oenka un remop-
parn4eckmin skccyaat
O B panekosaluefmx cyqasix — KOHTpaCTVpoBaHWe Hepsa
o Y3/
O JInHerHas OTCNOeHHasn ceT4aTka 1 Menkue KpucTansbl xonecte-
pUHa

ANDDEPEHUUASIbHBIA AUATHO3

® PetyHobNacToma

® [lepBrYHOE NepPCUCTUPYIOLLIEe rNepniacT1ieckoe CTekNoBraHoe
Teno

® PeTHOMNATUS HEJOHOLIEHHbIX

NMATONnornda

® [ledeKT reMaTopeTVHanbHOro 3HAoTeNnMansHoro bapbepa

® B 3Kccynate CoAepXaTcs reMoCaepHH W KpUCTanibl XonectepuHa
KNMHNYECKNE OCOBEHHOCTUA

® [1posBNAETCA NeNKOKOpVE, YXyALLEHNEM 3peHIs

® /I3BMTble paCLUMPEHHbIE KANUANAPbI C MENKUMI aHEBPU3MAMI

® Cpeay 6orbHbIX NPeobnafaloT MyX4uHbl; AebloT 3aboneBaHNs B Te-
4eHue NepBoro AeCATUNETS XKIN3HM

® Jlazepkoarynauus v kprotepanis

ANATHOCTUYECKASA MAMATKA

® PeTyHOGACTOMa — CaMbli BaXHbIN U3 AnddepeHLmManbHbIx ama-
rHO30B

(CneBa) Ha pucyHke caruTrasbHo-
[0 Cpe3a rna3HmLbl NokasaHbl pac-
LUVPEHYIE 1 METIKVE aHEBPU3MbI
Kanumnspos cetyarku =1, conyT-
CTBYtOLLME VIM KDYIHBIE CyOpeTy-
HaslbHble 3KCCyAarsl 5] 1 oTCIoN -
Ka cerdarku [, Takxe n306pa-
KeH cybhoBeonspHbIN y3es m.
(CnpaBa) Mpu KT 6e3 KoHTpacTHo-
[0 YCUIIEHWS B aKCUAsbHOM MPOeK-
LMV ONPERESIeTCs rnnepuHTeHCHB-
Hoe 0bpa3oBaHue 3a[Hero oTpeska
JIeBOTO [71a3HOro S6s1oKa B, npes-
cTaBrisioLLee cobovi CybpeTvHasb-
HbIVi 3KCCyaaT, 06pa3oBaHHbIV bora- |
TOV GEIIKOM XUBKOCTLIO U [IPOAYK-
Tamu pacraga kposu. [110xo pas-
JmM4Ma Knaccuyeckas V-obpasHas
oTcrovika ceryarkim .

(CneBa) l1pu MPT 8 pexume STIR
B aKCHasbHOW MPOeKLMm BU3ya-
TIM3MPYETCA CYOPETUHANBHAS XA -
KOCTb BB, MeHee MHTEHCHUBHaS! 0
CPaBHEHWIO C HOPMasTbHbIM CTEKITO-
BUAHBIM TENOM. DUKCUPOBAHHAS

K ANCKY 3pUTeIbHOro HepBa oTc/o-
eHHasi ceTyatka MMEeT XapaKTepHYIO
V-06pa3Hyio popmy . (CnpaBsa)
DoT0 € MOMOLLBIO LLIEIEBOV NIAMIbI:
BuHbI XapaKkTepHble TeneaHrak-
Ta3um =S 11 aHEBPU3Mb! IS, TUMINY-
Hble 13 6onesHm Koarca.




bonesup Koar

TEPMUHONIOTUA

CUHOHUMBI

® TeneaHrUsKTasuy CeTHaTKM
® DKCCy[aTUBHBIV PETVHWT, 3KCCYAATUBHAsA peTUHONATUs

OnpepeneHuve

® AHOManbHoe pa3BnTME KannunnapoBs CETHATKWM BbI3bIBaET qJOpMI/IpO-
BaHne cy6peT|/|Haanb|x CKOMNEeHNN JKCCyfdata

BU3YAJIN3ALNA

OG6Las XxapaKTepucTuka

® JIyyLun ANarHOCTUYECKUIA KpUTEpHN
O CyGpeTuHanbHBbIN 3KCCYAAT C OTCIIONKON CETHATKM
® Jlokanuzauma
O OpHOCTOPOHHSSA B 90% Cyyaes; ABYCTOPOHHee nopaxeHue —
npy HaCNenCTBEHHbIX CUHAPOMaX
® Pasmepbl
O TMopaxeHHbII a3 HeMHOTO MeHbLLUE NapHOro
® Mopdonorus
O TWnNWYHbIA V-06pasHbIN KOHTYP OTCIIONKM CeTYaTKu

PekomeHpaumm no Busyanmsauum

® PekoMeHJaLVMM MO NPOTOKOMY UCCNeA0BaHNA
O Heobxoammo BbinonHeHWe KT Ha npeaMeT KanbLHO3a
O Bcerfa “cnonb3ymnTe KOHTPACTHOE yCuneHne

KT

® KT 6e3 KOHTPACTHOrO ycuneHws
O TNePUHTEHCMBHbIM SKCCYMAT; KaNbLWMHO3 HAbMIO[AETCA 04eHb He
yacro

MPT

e T1BU
O [NepUHTEHCMBHbIN BOraTbii GENKOM, reMOpParnyeckmnin 3KCCy-
nart
e T2BU
O UNepPUHTEHCUBHbIN OOraTbIi GENKOM, reMOpParnyecknii 3KCCy-
nart
® T1BWFScKY
O B paneko3alefmx cnyy4asx KOHTPaCTUpyeTcs HepB
® MarHuTHas pe3oHaHcHas CnekTpockonms
O Bblcokui Mvk Ha 1-1,6 Yactuu Ha MuanvoH (ppm) (unuasl/nu-
nonpoTenabl)

y3n

® (CepolukanbHoe Y3
O JIMHWUS OTCNOEHHOW CETHaTKM 1 Menkue KPUCTanibl XonectepmHa

AN DEPEHUUATIbHBIA ANATHO3

PeTnHOGnacroma

® Haunbonee 4acTo BCTPRYAIOLLAACA Y AeTel Onyxorb rmasa

® B nopgasnsioLlemM bonblUMHCTBE Cly4aes HabMIOAAETCH KaNbLMHO3
MepBuYHOE NepcucTUpyloLLee rMnepnaacTuyeckoe
CTeKNI0BUAHOE Teso

® HapylLueHue perpecca HOpManbHOro eTanbHOro rmanonaa
® PeTponeHTanbHasi TKaHb V1 TAHYLUMICS OT Hee TAX B ManeHbKoM
rnasy

PeTHONaTnsa HepOHOLLEHHbIX

® HapyLueHWe pa3BUTUS COCYAMCTON CETU Y HEAOHOLLEHHbBIX HOBOPO-
XIAEHHbIX, CBA3aHHOE C NPOBEAEHMEM OKCUreHoTepanmm

® ManeHbKoe rnasHoe s16/10K0, MoBbILWEHHON NNOTHOCTY, ABYCTO-
POHHAS

Tokcokapos rnasa
® KoHTpacTupoBaHue Cocyamnctoin 0bonoyku 1 ckiepsl

NATONIOIrNA

OG6Las XxapaKTepucTuka

® JTKonorns
O TlpocaymBaHye 3KCCyaaTa B CyOpeTMHANbHOE MPOCTPAHCTBO
O [1pu4MHa HeM3BECTHA, BO3MOXHO, UMEETCH reHeTUYeCKMIN KOM-
MOHEHT
o ConyTcTBytoLLMe aHOMaNnm
O OObIYHO M30NMPOBaHHas, HO MOXKET COMYTCTBOBATL Pa3NINYHbIM
CMHOPOMaM
O bonesHb Hoppm
— X-clenneHHas peLieccrBHasg, Mytaums reHa NDP
— [1BYCTOPOHHSIst, ieBI0TMpYeT B MilafeHYeckoM BO3pacTe, Xa-
pakTepusyetcs bonee TAXENbIM TeHeHneM
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MaKpOCKOﬂI/I‘IeCKVIe n Xxvpyprudyeckume 0Cc06GeHHOCTN

® OTC/I0Ka CETYaTKM C XEeNTOBaTbIM CyOpeTUHaNbHbIM 3KCCYAaTOM
® MoxeT onpenenstbcs GrUOpPo3HbIN y3en

KITMHNYECKMUE OCOBEHHOCTU

MposiBneHus

® TVINnYHble NPY3HaKM/CUMNTOMBI
O Jlenkokopwus, yxyaLleHne 3peHns
® [lpyrvie npu3HaKku/CUMNTOMbI
O [pv 0pTanbMOCKONMM ONPEREnsoTCH N3BUTbIE PaCLLIMPEHHbIe
Kanunaapbl ¢ MeNKVMy aHeBpr3aMamMut
HAemorpadusa
® Bospact
O [lebioT B nepBoe LecATUNETHE XU3HN
O HevacTo BCTpevalolmincs BapuaHT 3abonesaHuis MaHUbecTMpyet
BO B3POC/IOM BO3pacTe
® [lon
O Yallle BCTpeYaeTCs y MyK4MH

TeyeHue 1 NporHos

® Ha paHHWX CTaAMAX 3peHMe COXPAHEHO

® YBenumueHne obObeMa 3KCCyaaTa BefeT K OTCIOKe CeT4aTkm

® Ha no3aHWx CTagmax — BTOPUYHas rnaykoma 1 cnenota

® [Ipu B3pOC/IOM BapyiaHTe OGonesHy HabniofaeTcs orpaHnyeHHoe
nopaxeHvie, bonee MefLNeHHOe NPOrPeccpoBaHiie U TeHAEHUMS
K KPOBOM3NNAHMAM

JNleyeHue

® Jlazepkoarynsuys 1 kpuotepanus

® BUTP3KTOMMS 1 PEMo3uLMs CETHATKN Ha MO3AHe CTafmm 3abonesa-
HIS

® VIHrBuTOpbI aHrvoreHesa — besaumnsymab (ABactiH)

ANATHOCTUYECKAA MAMATKA

Cnepyert yyecTb

® Haunbonee BaxHbIM ANddepeHLManbHbIM AMarHO30M ABNSETCA pe-
TMHOGNACTOMa

CoBeTbl Mo MHTeprpeTaLnmn n3odpaxkeHnin

® OTCYTCTBIME KanbLIMHATOB W KOHTPACTMPOBaHUA No3BonseT anudde-
peHUMpoBaTh Gone3Hb Koatca oT peTMHobnactomMbl

® MeHblume pa3mepbl MOPaXKeHHOTO rMa3HOoro A610ka MOryT MOMOYb
anddbepeHUmpoBaTh bonesHb Koatca oT He0ObI3BECTBAEHHOW PeTU-
Hobnactombl

M3BPAHHbBIE CCbUJTIKW

1. Sigler EJ et al: Current management of Coats disease. Surv Ophthalmol.
59(1):30-46, 2014
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HepMoun U snuaepMOU], TIa3HUIBI

KNOYEBAA NHOOPMALNA

TEPMWUHONOIMNA

® Bpox[eHHas 3KTOAepManbHOE MHKII03MOHHOE 0Opa3oBaHyie rmas-
HWLbBI, HOPMUMPYIOLLEE XOPUCTOMATO3HYIO KICTY

® [lepMOonA: COLEPXHMT NPUAATKM KOXM

® SnynepmMouns;: A006aBOYHbIE CTPYKTYPbI KOXM OTCYTCTBYIOT

BU3YANTU3ALINSA

® Jlexalliee BHe MbILLIEYHOTO KOHYCa KCTO3HOe 0Dpa30BaHue C YeTKM-

MW KOHTYpamu, 3anoNHEHHOE NMMNNAAMM, XUAKOCTBIO UK CMeLLaH-

HbIM COLAEPXMMBIM

MpwneraeT K HAAKOCTHWLLE MMa3HWLbI BONU3N NMHUN LLBOB

Yatlie Bcero BONM3M BepXHenaTepanbHoro 1 nobHO-CKynoBoro LuBa

MoryT onpefensTbCa ypoBeHb XMUAKOCTU Ui LeTpuT

B GonbLUMHCTBE Cly4aeB BbI3bIBAET NEPECTPONKY KOCTH C hOPMMPO-

BaHWeM rnagkoro GectoH4aToro Kpas, CTOHYeHeM Unm aedekTom

KoCTM

[nddepeHumanbHble Npr3Hakm

O [lepmoua; kak NpaBuio, HO He BCeraa, COMepXMT Xup; bonee
reTeporeHHas ctpyktypa, npu MPT perncrpupyetcs HeoaHOPOA-
HbIV CUrHan

O 3nmaepmouna: No NAOTHOCTM U UHTEHCUBHOCTM CUrHana aHanoru-
4eH Xunakoctn; bonee romoreHHsIn; Npyt MPT Habnoaaetcs orpa-
HVYeHve anddysnn

ANDDEPEHUUASIbHBIA AUATHO3

® [lepmonunoma
® MykoLene NoGHOW UK peLleT4aTor nasyxm
® KicTa cnesHom xenesbl

NATOJ1I0rNA

® BpOoXeHHOE MHKI03VOHHOE 06pa3oBaHie, ChopMUPOBaHHOE 3a-
XBaYeHHON B JIMHWIO LWIBA SKTOAEPMOA
o (Dnbpo3Has Kancyna, BbICTNaHHas NNOCKUM 3NUTENNEM

KITMHNYECKWNE OCOBEHHOCTU

® [InotHoe be300ne3HeHHoe 06beMHOe 00pa3oBaHne, HUKCMPOBaH-
HOE K HIXXenexatlen Koctu

® MefieHHO NMPOrpeccripyeT; ee pa3pbiB BbI3bIBAET OCTPOE BOCTANeH/e

® KnuHUYeckas KapTuHa: Kak NpaBumo, BbIABNSETCS B AETCKOM BO3pacC-
Te; bonee rybokme HOBOOGPa30BaHMA ANArHOCTUPYIOTCS Y B3POCTbIX

® Xuvpyprvdeckas pe3ekLms NPUBOAUT K BbI3LOPOBEHNIO

ANATHOCTUYECKASA NTAMATKA

° COI'IpOBO)K,EI,aETCﬂ XapakTepHbIMN N3MEHEHUAMW, HO rny60|<o nexa-
e nnmn BocnaneHHble HOBOO6pa3OBaHI/IH MOTYT BbI3bIBaTb TPYOQHO-
CTU Npn OnarHocTuke

® Hanu4ne )Kl/IpOBOl7I TKaHN q)aKTVI‘-IECKVI ABNAETCA NAaTOTHOMOHUYHbIM
CMMNTOMOM

(CneBa) Ha pucyHke KopoHasbHO-
ro Cpe3a MPaBovi [Ma3HMLbl B BEPX-
HEBUCOYHOM KBaAPaHTE M306pa-
KeHa iepMovaHas Kncra =, npu-
JnieraroLLas K 106H0-CKy10BoMy
wBy E51. ObbemHoe 06pa3oBa-
HWe caaBMBaeT rmasHoe 610ko

11 BbI3bIBAET 1EPECTPOVIKY KOCTHOM
cTeHkv masHuLbl 2. (CnpaBa)
[Mpw KT B KOPOHasbHOVI poek-
L1 B BePXHEBUCOYHOM KBaAPaH-
Te 1paBov Ma3HuLibl Orpenesnser-
51 KUCTO3HOe 0bpa3oBaHie 0Bo-
VAHOV (hOpMbI C HETKUMM KOHTYpa-
My =, [laxke B pexvme KOCTHOro
OKHa XOPOLLO BUHO, YTO COAEPXKM-
Moe 06pa30BaHVIs VIMEET M/I0THOCTb
JMNVA0B. TakXXe OTMeYaeTcs nepe-
CTpoVika npuneratoLLes KOCTHON
CTEHKW [1a3HMLbI C POBHbIMI KOH-
Typamu (=],

(CneBa) [Tpu T2-s3BeLueHHor MPT
B aKcuasnbHOV MpoeKuum B rybu-
He MpaBovi r1a3HuLibl Orpesensercs
04eHb KPYMHOe A0b4aToe 06bem-
Hoe obpa3oBaHue, npunerakLee

K KIIMHOBUAHOM KocTv IS, X~
Koe coaepX1Moe SM1aepMoVaHON
KMCTbl AET HECKO/IbKO ETePOreH-
HblVi curHan. OTMeYaeTcs BblpaxeH-
HOe UCTOHYeHe coceHewn KocT-
HOVI CTeHKM [71a3HMLIbI Y1 OCHOBAHMS
yepena =5. (Cnpasa) Ha T1-B3Be-
LLIEHHOVI MOCTKOHTPACTHOM aKcuaslb-
HoWVi TOMOrpamme y 3Toro Xe nauu-
€HTa OT COLEPXMMOr0 3MUAEPMO-
VIIHOVI KUCTbl PErvcTpupyeTcs cna-
6bIvi crierka HeoAHOPOAHbIV CUTHas
B, Ho CKOJIbKO-HIbYAb 3HaYMMOro
KOHTPaCTVpoBaHus He Habmopaer-
5. Ha rpeKoHTpacTHbIX ToMorpam-
Max CUrHana oT INMMA0B He 3aguik-
CYPOBaHo.






