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PA3LEN 4

PucyHok 51.10 MPT TpaHcceHonpanbHoro sHuedanouene. (A) Ha
carutTanbHOM cpe3e BWAHO 3HUedanouene, 4Yepes KIMHOBUAHYIO KOCTb
npoHuKatoLee BHU3, B HocornoTky. (B) Ha kopoHanbHOM cpese onpepne-
NSOTCA CMELLEHHble BHU3, B 3HUedarouene, TPeTUin Xeny[ouek U Xu-
a3ma (no Brodsky MC, Hoyt WF, Hoyt CS, et al. Atypical retinochoroidal
coloboma in patients with dysplastic optic disks and transsphenoidal en-
cephalocele. Arch Ophthalmol 1995; 113: 624-8).

VY nmereii ¢ 6a3adbHBIM MEHUHIOLENIE HAOMIOAAIOTCS IIUPOKAs TO-
JIOBA, IUIOCKHH HOC, HEOOIBIION THIIEPTEIOPU3M, CPEIHHHAS pac-
[IeJMHa BEepXHei TyObl M HHOTIA CPEAMHHAS [IeTbh MIATKOro Heba
(puc. 51.11). MenuHronene BbIOyxaeT B HOCOTJIIOTKY U MOXET BbI-
3bIBaTh OOCTPYKIHIO JBIXaTeNbHBIX MyTeil. Takue kamoObl Kak
pHHOpEs, Ha3aJbHasi OOCTPYKIIMS, TBIXaHUE PTOM WM Xpar’d.56
MOT'YT OKa3aTbCsl YITyICHHBIMH, €CITH He OblIa BBISBICHA aHOMa-
TSI THIA «yTPEHHEro CHSHUS» M HEe paclio3HaHa KOH(HTYpaIus
mina. TpaHcceHonmanpHOE dSHIE(DAIONENe MOXET BBHIIIISAETH
KaK IyJbcupyroniee o0pa3oBaHUe 3aJHEH 4acTH HOCOBOW IOJIO-
CTH WJTH KaK «IIOJIMIT HOCa» B €€ BEPXHHX OTIeax. XUpypruuecKas
OMOTICHSI M HCCEUSHHE MOTYT IIPHBECTH K JIETAIbHOMY HCXOLY.>d
ComyTcTBYIOIME Malb(OPMAaK TOJOBHOTO MO3ra BKIIOYAIOT
B ce0sl areHe3nI0 MO30JIUCTOTO Teja U TWIATALUIO 3aJHUX OTIIe-
JIOB OOKOBBIX JKENMYIOYKOB. [IpHONMU3UTETBHO Y TPETH MAIIHEHTOB
OTMEYaeTCsl OTCYTCTBHE XHWa3Mbl (axuaszmus). Y OOJBIIMHCTBA
OOJIBHBIX JIeTeli He OTMEYaeTCsl BHIPAKEHHBIX HHTEIUIEKTYalb-
HBIX WM HEBPOJOTMYECKUX HApYIIEHWH, HO YacTO Pa3BUBACTCS
MaHTHIIOMUTYUTApU3M.>S XUpypruieckoe JieueHue TpaHccheHo-
WAATBHOTO JHIE(aonene MOXKeT OBITh MPOTHBOIOKA3aHO, MO-
CKOJIBKY COZeprKaIlnasicss B HEM TKaHb MO3ra MOXET COJAEpKaTh
YKU3HCHHO BaKHBIC CTPYKTYPHI. |3

AHOMaIHs JUCKa THIA «YTPEHHETO CHUSHUSM» MOXKET COIPOBO-
KJIAThCS TUIOIUIa3Hel HIICHIaTepaTbHON HHTPAaKpaHHAIbHOU CO-
cynucToi cetn.’”'>? YV HeKOTOPHIX MAI[MEHTOB ¢ aHOMaJIHel AUCKa
TUNA «YTPEHHETO CHSIHUS» MPHU MArHUTHOW PE30HAHCHOM aHTH-
orpaduu BBISIBISETCS JAWUCTEHE3 HIICHIATEepalbHOH HWHTpaKpa-
HUAJBHOW COCYIMCTOH CeTH (C CHHAPOMOM MOSIMOS MU Oe3 Ta-
koBoro) (puc. 51.12).57'5% D10 yka3plBaeT Ha TO, YTO AHOMAJIHS
JIICKA THIA «yTPEHHETO CHSHUS» Pa3BUBACTCS BCICICTBUE IEp-
BHUYHOTO JMCT€HE3a COCYAUCTON CETH U SIBISAETCS OJHHUM U3 MPO-
SIBJICHUI PErHOHAIBHOTO IUCTEHE3a MEe30AePMBL. 0

OOBIYHO aHOMANUS TUCKA THUIIA KyTPEHHETO CHSHUS» HE SB-
JSIETCSl YacThI0 TeHEeTHYeCKOTo 3aboseBaHus,!’s0 HO OHa MOXKeT
COITyTCTBOBATh WIICHJIATEPaJbHOW Opo(dalHanbHOR T'eMaHTHU-
ome.f! Takoe coueTanue BXOAWUT B crektp cuuapoma PHACE
(posterior fossa malformations, large facial hemangiomas, arterial

['maBa 51 Bpo)aeHHble aHOManuv Aucka 3puTensHoOro Hepea

PucyHok  51.11 AHomanuu cpepHen nuua,  ConyTcTBYyOLLME
TpaHcceHonpanbHoMy  3Huedanouene. (A) Ha dotorpacdmm BuaHbI
rmnepTenopusM, nNrockasi NepeHocuua, YBESIMYEHHbI BuTeMnopanbHbIv
pa3mep. (B) Potorpacdms paclienuHbl BepxHeW rybbl KpynmHbIM MnaHoM
(no Brodsky MC, Glasier CM. Optic nerve hypoplasia: clinical significance
of associated central nervous system abnormalities on magnetic reso-

nance imaging. Arch Ophthalmol 1993; 111: 66-74).

30HbI

anomalies, cardiac anomalies, aortic coarctation, eye anomalies —
Malb(pOpMalMy 3afHedl SMKH, KPYIHbIE TI'e€MaHTHOMBI JIHIA,
aHOMAaJIMK apTepHi, TOPOKH Cep.la, KOApKTalus aopThbl, aHO-
MaJlUH TJ1a3), BCTPEYAIOIErocs TOIbKO y NeBo4eK.%2 COmyTCTBY-
IOMIMA TUCTeHE3 WIICUIIATePAIbHBIX BHYTPHUYEPEITHBIX COCYJIOB
(puc. 51.13) moarBepxnmaer auarHo3.%3 CymiecTBYIOT OIHMCAHUS
PEIOKUX ClydaeB aTHIUYHBIX aHOMAJIHH JWCKA THIA «YTPEHHETO
CUSIHUS» Y TIAIMEHTOB ¢ HelipoduOpomaro3om 2 tuma. o
Cepo3Hasi oTclloiiKka ceT4aTku paszBuBaercs B 26-38% ruas
C aHOMalKel AWCKa THIA «yTPEHHErO CHUSHU»;* OHA BO3HU-
KaeT B MEPUNANMUIIPHON 30HE, 3aXBAaThIBACT 3aJHHUH TMOJIOC
W WHOTZA MPOTPECCHPYET A0 TOTAIBHON OTCIOWKH. Y mMalueH-
TOB C OTCIIOWKaMH CEeTYaTKH Ha (OHEe aHOMAJIMH THIA «yTPEH-
HETO CHSIHUS» BOJH3U 3PUTEIBHOTO HEPBA BBIIBIISUIUCH MEITKHE
Pa3pBIBBI CETYATKH,®S B MpHIJIETalonIell K TUCKY 30HE MOXKET pa3-



AHOManuu aKckaBaLmy Ancka 3puUTeNbHOroO HepBa

pebeHok
«yTpeH-

51.12 bBonesHb
aHomManuen Tuna

PucyHok MOSIMOS,
C  MOHOKYNsSIpHOM
Hero cusHuA». CHuxeHne nepdysum npaBoro
nonywiapus (TOMOrpammb! npeaocTaBneHbl
n-pom Roxana Gunny). dotorpacma aHomanuu
[ucKa TUNa «yTPeHHero CUsHWS» Apyroro na-

uMeHTa.

Pucynok 51.13 Cunpgpom PHACE. (A) OpodaumanbHas remaHrmoma, (b) aHomanmua Aucka Tvunma «yTpeHHero cusHua» u (B) M3BMTOCTb CynpakinHo-
MOHOrO OTAena npaBoil BHYTPEHHEN COHHOW apTepun C ruronnasven wncunatepanbHOW CpefHeli MO3roBoil apTepui, BbisiBNISEMble NpWU MarHUTHOM
pe3oHaHcHomn aHruorpacdum (mo Kniestedt C, Landau K, Brodsky MC, et al. Infantile orofacial hemangioma with ipsilateral peripapillary excavation in
girls: a variant of PHACE syndrome. Arch Ophthalmol 2004; 122: 413-15, c pa3peLuenua American Medical Association).

BUBAThCsl CyOpeTHHAIbHAs HEOBacKyJsIpH3alus.®® B mpenemax
MATOJIOTMYECKON IKCKaBaIMK HAOJII0AaeTCsl COKpaIleHHe OTCIIO-
CHHOM CeT4aTKH,* BEepOsITHO, BCIACACTBHE M3MEHEHUH 0O0bema
CyOpeTHHAIBHOM KHUIKOCTH, KOTOPHIC BIMSIOT HA CTENEHb OT-
CJIOMKH CETYaTKH B ATOH 30He.*’ YV OIHOro mainpeHTa oT™Meva-
JIUCh 3IU30/Ibl aMaBpo3a IJ1a3a ¢ AUCKOM THIA KyTPEHHETo CHs-

HUSI», COMPOBOXKAABIINECS TPAH3UTOPHBIM PACIHIMPEHUEM BEH
ceT4arku.%’

ITo Bompocy nedekTa IMOPHOHATBLHOTO PAa3BHTHSI, BBI3BIBA-
FOLIETO PAa3BUTHE AHOMAJIHMM JHUCKA TUMA «YTPEHHETO CHSHHS»,
BeAyTcs cropbl.®® OHa He SIBISIETCS pe3yinbTaToM JaedeKTa 3a-
KPBITHS SMOPUOHATIHHOM IIENU B OTIMYHE OT KOJIOOOMBI JHCKA



