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CUHJIPOM MEBHYCA. KJIMHUYECKHN COYUYAR

© 10.B. Marpocosa

Knrouegvie crosa: KOcCOriIa3ue; BbIHYKACHHOEC IT0JIOKEHUE I'0JIOBBI; PELECCHHN; TPACIIO3UILIMH MBIIII] BEPTHKAIBHOI'O JICHUCT-

BUs.

Cungpom Mebuyca — 3T0 peakasi BpOXKACHHAs aHOMAaJIUs, UMEIOLIasi ayTOCOMHO-IOMUHAHTHOE, ayTOCOMHO-PELIECCUBHOE
n X-cuemieHHoe Haciegopanne. OCHOBHbBIC KIIMHHYECKHE IIPOSIBICHUS — OTPAaHMYCHHE ITOABIKHOCTH, KOCOTIa3Ue U HEB-

posoru4yeckad CUMIITOMaTUKA.

TTokazannem K XUPYPru4€CKOMY JICYHCHHUIO ABJIICTCA HAIUYMC ACBUALMA W BBIHYKICHHOC IOJIOKCHUE TOJIOBBI. O6bem
OIIEPaTUBHOI'O BMCIIATCIILCTBA BI)I6I/IpaCTCH HUHIAUBUAYAJIBHO. AI[CKBaTHBIi/I 00BeM XUPYPTHUHU ITO3BOJIACT IIOTYIHUTh XOPO-

IIMHA KOCMETHYECKUH Pe3ybTart.

Cunapom Mebuyca — 3To penkasi BpOKICHHass aHOMa-
JMs, WMEIoNas ayTOCOMHO-JIOMHHAHTHOE, ayTOCOMHO-
perieccuBHOe U X-clerieHHOe HacnenoBanue [1-2]. Ilpu
9TOM 3a00JIeBaHHN JABH)KEHHUS TIIa3HBIX S0JOK IO TOPH30H-
Tanu ()aKTUYECKH OTCYTCTBYIOT. BoibHBIE MOTYT HMMETh
CHMMETpPUYHOE MOJI0XKEHHUE TJ1a3 B IIEPBOH MO3UIUH B30pa,
HO dalle BO3HMKAaeT cXojsmieecss Kocoryiasue. ['opu30H-
TalbHBIE JBIDKCHUSI PE3KO OTPaHHYEHBI, B TO BpeMs Kak
BEPTHKAIBHBIE SKCKYPCHUH HE HapylIEHBI, 1 MOXKET COXpa-
HATBCSI KOHBepreHuus. BemenctBue sToro y nereif, o0y-
YHBIINXCS EPEKPECTHOMN (UKCAIMU, MOXKET HAOIIOAAThCs
TICEB/I0930TPOIHSL.

IlpuunHoii pas3BuTus cuHApoMa MeOmyca sBIsEeTCS
00pryHO arumasus sgep 6, 7, 8, 9, 12 "yepemHO-MO3TOBBIX
HEpBOB. B KkadecTBe BO3MOXHBIX NMPUYMH, HPUBOASIINX K
pa3BUTHIO CHHApoMa MeOuyca, paccMaTpHBAIOTCS HIIE-
MHYECKHE ¥ THIIOKCHYECKUE IOPAXKEHHs LEHTPAITBLHOM
HEPBHOW CHCTEMBI IUIOJA, IPHEM JKCHIIUHOW BO BpeMs
06epeMEeHHOCTH HEKOTOPBIX JIEKapCTBEHHBIX MPENapaToB.

VY Takux HaIMeHTOB KIMHWYECKH OIpeNelsieTcs aMu-
MUYHOE 0e39MOIHOHATIBHOE JIMIO, OTCYTCTBHE HOCOTYO-
HBIX CKJIAAOK. M3-3a mape3a KpyroBod MBIIIIEI TJIa3a MO-
JKET BOSHUKHYTH HEMOIHOE CMBIKAaHHE BEK, a TAKXKE CIIe30-
CTOSIHME W3-32 HEIUIOTHOTO TIPHJIETAHHSI HIDKHETO BeKa K
rIa3HOMYy SI0JIOKY. DTO COCTOSHUE CONPOBOXK/IACTCS Iapa-
JMYOM TIepefHel TPeTH sI3bIKa C HapyHIEeHHEM aKTa IJoTa-
HHs B MIIaJIeHYECTBE, TMIoMIasueil s3pika. Takke MoryT
OTMeuaThcsl HapyIIeHUs (GOHAIMHU, 3aJepHkKKa ICHXHIECKO-
TO pa3BUTHUS (II0 TaHHBIM Pa3HBIX aBTOpOB OT 10 1o 40 %),
TIIyX0Ta W APYTHe aHOMAIMH B BHIE TOJNUIAKTHINH, CHH-
JaKTIINH, OpaxUIaKTIINN, aHOMAJINH TIPUKyca, THIOILIa-
3UM HIDKHEH 4eiocTH, Aedopmanun ymeir. Yacto onpene-
JsIeTCs BBIHYKJIGHHOE TIOJI0)KEHUE TOJIOBBI B Ty MM ApY-
T'YIO CTOPOHY.

Mmuiep u Lltpemnang npoBenu 0630p COBpeMEHHON
JIUTEpaTyphel 1O CUHApPOMY Mebuyca, KOTOpBIH, MO HX
MHEHHIO, SBJIACTCS «KACKaIOM BTOPUYHBIX COOBITHH 1oce
SMOPHOHAIBHO-IPUYMHEHHOTO Bpeia II0 Te€TepPOTrCHHBIM
npuauHam» [3].

B oreuecTBeHHOH UTEpaType NaHHBIA CUHAPOM YIO-
MHHAETCSI KpaiHe PEeIKO BCIICICTBHE €r0 PEAKOH BCTpe-
yaeMocTH [2]. B Hameit knuHMKe HAOMIOMAIOTCS IBOC Ic-

Tel ¢ cuHApoMoM Mebuyca. ¥ oxHOro pebeHka B IepBOit
MO3UIIMY B30pa OTMEYACTCS PABIIILHOE IOJIOKEHHE TJIa3,
OH TOJIy4YaeT IUICONTHYECKOE JISUEHUE 10 MOBOAY pedpak-
IIMOHHOHN amOnmonuu. Bropoii ciaydait MokeT ObITh MHTE-
peceH Uil NMPaKTHKYIOUIMX Bpadel, MOITOMY MBI COUIH
nenecooOpasHbpIM onmcaTh ero moapoOHee. IlamuenTka I1.
1998 1. p. obOpatmnace B urone 2013 r. ¢ xamobamu Ha
kocornazue. [Ipu ocmoTpe oOpamano Ha cebs BHUMaHHE
BBIHY)KIEHHOE MOJIOKEHHE TOJIOBBI — IOBOPOT K JIEBOMY
IIeyy, XapaKTepHbIi BHEIIHNUI 00nuK. [[eBouka Habmona-
€TCsl y HeBpoJIora IO MOBOJY Mapajiiya JIMIIEBOTO HepBa
cnpaBa. Bo Bpems ocMoTpa BbISBIEHa acHMMETPHYHAs
330Tponust — 00a Iia3a OTKIOHEHBI KHYTpPH, YTONl JeBHa-
uu crpasa 15° mo Tupubepry, cnesa 12° (puc. 1), pe3ko
MOJIOKUTENIBHBIA TPAKIMOHHBIM TECT € JIBYyX CTOPOH, a
Takke jarodpraseM 3—4 MM TIpH TPHUKPBIBAaHWU TJa3 U
B3rIe BHU3 crpaBa. [Ipu oOciieoBaHMH BBISBICHA OCT-
porta 3penus npasoro rinasa 0,1 #/k, neporo rmasza 0,65 w/k
W MOHOKYJLIpHBIH XapakTep 3peHus. [lokazatenn Ouomer-
pun OD 254 mm, OS 22,83 mm. Ilo manHbBIM pedpaxrto-
MeTpHH y pedeHka Muonudeckas pedpaxuums (—6,0 [ cripa-
Ba, —3,75 ]I cneBa). JlaHHBIe OMOMETPUH U pedpaKTOMET-
pHHM TIOCTABJICHBI IO/l COMHEHHE B CBSI3H C HEBO3MOXHO-
CTBIO BBIBECTH IJIa3a B IIEPBYIO O3UIIUIO B30Pa.

VuuTeIBasg Haau4He 330TPOMHUH M BBIHYXKJIEHHOTO MO-
JIOXKEHUS TOJIOBBI, ITALIMEHTKE ObUIO PEKOMEHI0BAHO XUPYP-

Puc. 1. [Taunentka ¢ cunagpomom Mebuyca
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THYecKoe JedeHne. B MomoOHbIX CHTyalusiX OZHH aBTOPHI
PEKOMEHIYIOT ABYXCTOPOHHIOIO PELECCHIO BHYTPEHHEH
OPSMOM MBIIIIBI ¥ PELECCHI0 KOHBIOHKTUBBI, APYTHUE —
COUETaHME PELECCUH BHYTPEHHEH NpPsIMOW MBILIIBI C pe-
3eKIueil Hapy)KHOH NPsIMOM MBIIIIEL, a TaKKe TPAHCIIO3H-
UM TIPSIMBIX BEPTUKAJIOMOTOPOB NP HEOOXOAUMOCTH [4—
8]. B xome omepanum ObUta BBIIBICHA IpyOeimnas KOH-
TpakTypa BHYTPEHHEH NpPSMON MBIIIIBI, TEHOHOBOH 000-
JIOYKU U KOHBIOHKTHBBI, BCJIEICTBUE KOTOPOH C MOMOIIBIO
MBIIIEYHOTO KpPIOYKa OBLIO HEBO3MOJKHO BBIBECTH TIJIa3 B
HEeHTpalbHOoe nonoxkenue. Camo 1Mo cebe 3TO 3HAUUTENBHO
3aTpyIHSIIO PaboOTy, KPOME TOTO, CTajl0 OYEBHIHBIM, YTO
Jake MaKCHMaibHasl JBYXCTOPOHHSIS pelieccusi He MO3BO-
JUT YCTPAaHWUTH AEBHALMIO B IEPBOH IO3WIUH B30pa — B
CllyJasix 0ceBOi Muonuu ocnadisomuii 3¢pekT pereccuu
MEHblIE, YeM INpU HOpMaldbHOW uuHe rias3a. CienoBa-
TEJNBFHO, HEOOXOIUMO COYETaHHE OCIAOISIOMEH M yCHUIH-
Barolllel onepauuit Ha OJUH 1a3. M3 yCcHiIMBaoUux orme-
paumii mpeamouTeHne ObUIO OTAAHO CPEOHMHHOU MyONHKa-
Type [9]. Meronunka cpennHHON AYyOIMKATypHl SBISETCS
IBTEPHATUBOM PE3CKUUH IPU COAPYKECTBEHHOM KOCO-
TJIa3ud, OHa sBIsieTcs Oojee INAsIel omeparuei, mpu
KOTOpO#l HeT TpaBMaTH3alUH HEPBHO-COCYIHCTOTO IydKa
[10]. OmHako mpu mapaaTUTUYECKOM KOCOTJIA3UU Mperoy-
TUTENILHON SIBISIETCA PE3EKLUs MOPAKEHHON MBIIIIBI KaK
Haubonee 3¢ dexTuBHasg. B 3apyOexHOl nuTeparype ymo-
MHHAETCsI, 9TO A CHHApoMa MeOuyca XapakTepHa BBI-
pakeHHas BOCHAJIMTEIbHAs PEAKIHs B paHHEM IIOCIeolie-
pallIOHHOM NepHoJe, B ITHX CIIy4asX OIpaBIaHHBIMU
SIBJIAIOTCS WHBEKIUH KOPTHKOCTEPOMIIOB CYOKOHBIOHKTH-
BaJIbHO [8]. Pe3ekiyst kak JOCTaTOYHO TpaBMAaTU4HAs OIle-
palyst B COUYETaHWU CO CKIIOHHOCTBIO K PEaKTHBHOMY Te-
YEHUIO ITOCIIEONEPAIOHHOTO MEepHoJa MOTJIa yCyryOHuTh
curyanuto. [lo 3Toif mpuymHE OBUIO TIPHHATO pPEIICHHE
BBINIOJTHATG CPEANHHYIO JyONHMKATypy Hapy»XHOH NpSIMOi
MbIel. M3BecTHO, uTO 3amauell TPaHCIO3ULIMOHHON XU-
PYPTHH IIpH Tapajndax OTBOMASINETO HEepBa SBISIETCS CO3-
naHue «OaHAaxay B HapYy)KHOM CErMEHTE TJIa3HOro s0Io-
ka. B cmy4asx BBIpaXEHHOW KOHTPAKTyphl MBIIIIBI-
AQHTaroOHHCTa BCJIEACTBHE OTCYTCTBHSI CONPOTHUBICHHS CO
CTOPOHBI TIOPKEHHOM MBIIIIBI 9TO HauOoJee aKTyalbHO.
TpaHcro3unusi BepXxHEH M HUKHEH NMPSIMBIX MBI TAKKe
BBITIOJIHEHA METOJOM CPEAWHHON ITyONMMKAaTyphl C LEJBI0
YMEHBIICHHs] TPABMaTU3aLNH TKaHel B xo/e oneparun [11].
B urore mepBeIM 3TanoM manueHTKe ObITa BHITOJIHEHA
pelieccus BHYTpEHHEN MPsIMON MBIIIIBI 5 MM, CpeJMHHAs
IyOnMKaTypa Hapy KHOM MPSIMO MBIIIIIBI 8 MM U TPaHCIIO-
3UIMA BepXHEH M HIKHEH NMPSAMBIX MBIIII] METOJOM Cpe-
JMHHOH 1yOnukaTypbl. B KOHIle onepaunuu rnoj KOHbIOHK-
THUBY BBE/ICH PACTBOP aHTHOHOTHKA M KOPTHKOCTEPOHIA.
Pannmii mocneonepallMOHHBIA NEPUOJ Yy MalHEHTKU
TpOTeKall C JOCTaTOYHO BBIPAXKEHHOH BOCHATHTEIHHOMN
peaxryeii, oHa OblTa BBIMCaHa Ha 4-if IeHb ¢ MPaBUIIbHBIM
TIOJIO’KEHUEM TJ1a3a U ronosbl. Yepes 1 mecsl mocne ome-
palyy TaKkKe COXPaHsIOCh MPaBUIBHOE MOJIOXKEHHE TTa3a,
BBIHYXK/ICHHOTO I1OJIOXKEHHUS TOJIOBBI HE OBLIO, JIarodraabM
ocraincs 6e3 m3meHenuit (puc. 2). Octpota 3peruss OD
moBeicHiack 10 0,3 H/K, a JeBOro riasa, HalpOTHB, TIOHU-
3minack 1o 0,5 v/k. Pedpakromerpus Ha poHE OPTOTPOIIHU
B NEpBOH MO3WIMH B30pa IOATBEPIWIA MHOIUYECKYIO
pedpaximio TIa3a, JIMHA I1a3a cocTaBuia 24,6 MM.
JleBblii r1a3 OBLT IPOOTIEPUPOBAH Yepe3 5 MeCsLEeB Mo-
CJIe TIEPBOTO B TOM K€ 00BbEME 32 UCKIIOUEHHUEM YCHIICHHS
HapyKHOH MPSIMON MBIIIIBL. YUUTHIBAsi aCHMMETPHIHOCTD
JIeBHALINH, CpeIUHHAs NyOnukaTypa caenana 7 mm. Ilocme-
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Puc. 2. Pe3ynbTat onepaunu — MpaBHIbHOE MOJIOKEHUE IIPABOTO
riasa

Puc. 3. PesynbTatr onepanuu JeBoro riasa

OTEepaIMOHHBIN MEePHOJA MPOTEKaJl ¢ YMEPEHHOW BOCHANU-
TENFHON peaKluel, MalueHTKa BBINMCaHa Tak e Ha 4-i
JIEHb C OPTOTpPOIHEil B IepBOi MO3UIHH B3opa (puc. 3).

UYepe3s MecsIl ociie BTOPOTO ATara ONepaniy MoJIoKe-
HHE TJIa3 COXPaHsUIOCh NMPaBUIBHEIM, ocTpoTa 3perus OD
0,3 #/k, OS 0,7 H/K, NOSBUIOCH OHMHOKYJISIPHOE 3pEHHUE C
2,5 metpoB. Pedpakius OS mumonuyeckas, AjaMHa riasa
23,9 mm.

IIpoananu3upoBaB 3ToH ciydaid, Mbl CAENAIN BBIBOJ,
YTO XUPYPTHIECKOE JICYCHHE 330TPOIHH, OCOOCHHO B CO-
YETaHWH C BBIHY)XIEHHBIM ITOJIO)KEHHEM TOJIOBBI IIPU CHH-
npome Mebuyca, siBisieTcss 000CHOBAaHHBIM KaK ¢ KOCMETH-
YeCKOM, Tak U ¢ (QYHKIMOHABHOW LeNblo. Y MallMeHTKU B
BO3pacTe 15 JeT MoBBICHIACh MaKCUMalbHasl OCTPOTA 3pe-
HHUS U TIOSABUIIOCH OMHOKYISIpHOE 3peHue. ONTuManbHbIH
00BeM IIPOBOTUMON XUPYPTHHU TTO3BOJISICT HanOoJee MOJTHO
peabmIuTUpOBaTh TAlMeHTa W IIOMYYUTh XOPOUIMH pe-
3yJIBTAT, OJJHAKO BEIOOP XHPYPTHUECKOW TAKTHKH JOJKEH
OBITh HHIVBHIYAIbHBIM.
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Toctynuina B penakunto 18 despans 2014 r.

Matrosova Y.V. MOEBIUS SYNDROME. CASE REPORT

Moebius syndrome is a rare congenital anomaly with auto-
somal dominant, autosomal recessive, and X-linked inheritance.
The main clinical features are as follows a motor deficiency,
strabismus and neurologic symptomatology.

Deviation and a forced head posture serve as an indication
of surgical treatment. The amount of surgical intervention is
chosen individually. The proper amount of surgery allows ob-
taining a good cosmetic result.

Key words: strabismus; forced head posture; recessions; ver-
tical muscle transpositions.
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