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CUHAPOM MEBHYCA

bubnuoepagpuueckuii 0630p

Cungpom Mebuyca — penkoe BpOXKIEHHOE, He Tporpeccupyiomee 3a0ojeBaHuUE,
XapaKkTepu3ylolleecs MapajluyoM JUIEBOTO M OTBOJSILIEIO HEPBOB, YTO MPUBOJUT K OrPAaHUYECHHUIO
MUMUKH U Pa3BUTHIO Kocornasus. COTacHO CTaTUCTUKE, ITOT CUHIPOM JUArHOCTUPYETCS Y OJTHOTO U3
250 ThICAY HOBOPOXKIAEHHBIX, HE3aBUCUMO OT mosia. C MOMEHTa MEPBOTO OMUCAHUS €ro MpHUpoja
OCTaeTCs 3araJKoi, BEI3bIBASI HAYYHBIE pa3HOTIacus. B OonbIIMHCTBE CitydaeB 3a00JieBaHe BO3HUKACT
CIIOHTaHHO, OJIHAaKO B 2% ciiyyaeB MPOCIIEKMUBAETCS CeMeiHas mpeapacnoiokeHHocTh. Ha 26 nexabps
2024 roma B Poccum 3apeructpupoBaHo 295 penxux (ophaHHBIX) 3a00JeBaHUS, BKIIOYCHHBIX B
odunmanbHbIi nepedeHs Munzapasa Poccun. Cunapom Mebnyca (kogq MKB-10 — Q87.0) orHOCHTCS K
TpyTIe BPOXKISHHBIX aHOMAUH, MPEUMYIIECTBEHHO BIUSIOMINX HA BHEITHUHN BU 1A, JItou ¢ aTiM
CHUH/IPOMOM YacTO CTAJIKUBAIOTCS C TPYAHOCTSIMHU B OOIIEHUH, TOCKOJIBKY OTCYTCTBHE MUMHKU MOKET
OMMOOYHO BOCIIPHHUMATHCS KaK CHUKEHHE MHTEUIeKTa. HecMOTpsi Ha OTCYTCTBUE YHHBEPCATHHOTO
JIeYEHHUs, TIOCIEHUE Hay4yHble HCCIIEJOBAaHMs HAIMpaBICHbBl HAa TMOHCK METOAOB YIYULICHUS
(YHKIIMOHATTBHOCTHA JIMIIEBOM MYCKYyJIaTyphl W KOPPEKIMH Kocoriasusi. BoccTaHOBHUTETbHBIC
MpOLEAYpPhl MOTYT CYIIECTBEHHO YJIYYIIWTh >KU3Hb NAIlMEHTOB, IO3BOJISISI UM 0ojiee yBEpEHHO
B3aMMO/ICHICTBOBATH C OKPYKAIOIIUM MUPOM.

B npennsepun JIHsS ocBenoMiieHHOCTH O cuHIpome Mebuyca (24 sHBapsi) PecryOnmukaHckas
Hay4yHass MEIUIMHCKas OuOIMoTeka mOAroTOBWIA Oubmuorpaduueckuid 0030p, BKIIOYAIOIIHIA
3aKOHOJATEIbHbIE aKThl M CTaTbM HAa PYCCKOM U AHIJIMMCKOM S3bIKaX W3 CIELHMATU3WPOBAHHBIX
W3J1aHUH, TOCBALICHHBIX OCOOEHHOCTSIM 3TOT0 PEAKOro 3a00IeBaHMs.

3aka3aThb IMOJHOTEKCTOBBIE JOKYMEHTHI, MPEAJIOKEHHbIE B 0030pe, MOXHO IO
anexkTpoHHo moute: med library don@mail.ru.
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I. Bpo:kaeHHble aHOMAJUM KOCTEH uepena W Jula, BPOXKIACHHBIE KOCTHO-MBIIICYHBIE
negopManuy TOJOBBI M JIMIAa @ KIMHUYECKHE peKoMeHganuu // PyOpukarop KIMHHYECKUX
pexkomennanuii : [caiiT]. — URL : https://cr.minzdrav.gov.ru/preview-cr/474 2.

B knuHMUYECKMX pPEKOMEHJIAIUAX MpPEICTaBICHbI: KpaTkas HH(opManus 1o 3a00JeBaHUIO
(rpynmbl 3a00J1€BaHUii); TUArHOCTHKA 3a00JIEBaHUS; JICUCHHE, BKJIIOYAIONIEE MEIUKAMEHTO3HYIO H
HCMCIUKAMCHTO3HYO TCpalluio, AUCTOTCpPAIIULO, 06636OHI/IBaHI/Ie, MCOUIIMHCKHUE IIOKa3aHus u
MPOTHBOIOKA3aHHS K IPUMEHEHUIO METOJIOB JICUCHUS; OpTraHU3aINsl OKa3aHUsI METUITTHCKON TOMOIIIH;
JIOTIOTHUTENbHAsT WHpOpMaIus (B TOM Yucie (GaKTOphl, BIMSIONIME HA WCXOJA 3a00JCBaHUS WIH
COCTOSIHUSI), @ TAK)KEe KPUTEPUU OIICHKHM KauyecTBa MEIAWIIMHCKOHW momomin. B kauecTBe mpuitokeHui
MPpCAJIOKCHBI CIIPABOYHBIC MAaTCpHaAJIbI CHOC060B NPUMCHCHUA U 03 JICKAPCTBCHHLIX IIPCIIapaToOB,
ATOPUTM JICMCTBUH Bpaya, IIKAIbl OIEHKH, BONPOCHUKUA W JPYrde OIECHOYHBIE WHCTPYMEHTHI
COCTOSIHUS MAlUCHTA, MPUBCACHHBIC B KIIMHUYCCKHUX PCKOMCHAAIIUAX.

2. Cranaapt MeIMUMHCKON MOMOIIM JeTAM MPU BPOKICHHBIX aHOMAJIUSIX KOCTEH yepena 1
JUIa, BPOXKICHHBIX KOCTHO-MBIIICYHBIX Aeopmarusax royioBel u ymna : [Ipukas MwuHHCTEpCTBa
3apaBooxpaneHus P® ot 18 HosOpst 2021 1. Ne 1066H // DnekTpoHHBIH (HOH TPAaBOBBIX 1 HOPMATHBHO-
TexHnyeckux JokymeHToB Koncopumyma «Komekc». — URL :  https://docs.cntd.ru/document
/727535967.

CTaH,Z[apTI/IBI/IpOBaHa MCIUIHUHCKAsA TIOMOIIb JACTAM IIPU BPOKACHHBIX aHOMAJIUAX KOCTeH
qgeplria U JirMhaa, BPOXKACHHBIX KOCTHO-MBINICYHBIX I[C(bOpMaHI/IHX TOJIOBBI U JIMIIA. Hepe‘lI/ICHCHBI
MCIUIUHCKUC YCIIYT'U 110 JUArHOCTHUKE U JICUCHUIO, a4 TAKXKC BUbI J1e4eOHOTO MUTAHUS.

3. CraHaapT MeIMIUHCKON NMOMOIIM B3POCJIBIM TPU BPOXKICHHBIX AHOMAIMSAX KOCTEH
gyepena M JIWIA, BPOXKIECHHBIX KOCTHO-MBIIICYHBIX Ie(OpMalUsX TOJOBbl M JIHMIA (IUAarHOCTUKA H
nedenue) : [Ipukas Munncrepcrsa 3npaBooxpanenus PO ot 10 mapra 2022 1. Ne 159H // DnexTpoHHBIH
(¢OoHI TPaBOBBIX M HOPMAaTHUBHO-TEXHHUYECKUX NokyMeHTOB Koncopumyma «Komekc». — URL
https://docs.cntd.ru/document/350112560.

I[OKYMCHT YCTAHABJIMBACT CTAHAAPT MGI[HHHHCKOﬁ ImoMoImu1 mnpu BPOKACHHBIX aHOMAaJIUAX
KOCTeH qgepcliia u Jimna, BPpOXKIACHHBIX KOCTHO-MBIIICYHBIX I[e(l)OpMaHI/IHX T'OJIOBBI M JTWIA JJIA B3POCIIBIX
Al ECHTOB. HepeqncneHH MCIUIUHCKUC YCIIYT'U IO AUAIrHOCTUKEC U JICHCHHIO, a4 TAKKC BHU/IbI J1e4eOHOr0
IIUTaHUA.

4. Typmano6etroBa, A. K. Cunipom Mebuyca B mpakTuke HeBpoJiora (KJIMHUYECKHE cllydan) /
A. K. TypmanGerona, K. M. Hykeb6aeBa, M. M. JlentecoBa // AkTyanbHbIE IPOOIEMBI TEOPETUUECKON U
KJIIMHU4YeCKOU Menuuuubl. — 2023, — Ne 3. — C. 49-52.

[IpencraBieHo onucaHue ByX KIMHUYECKUX cydaeB cuHapoma Mebunyca (MaabuuK 8 MecsI1eB
u neBouka 11 MmecseB) B mpakTuke HeBposiora. OTMEueHO, YTO KJIMHUYECKH CHHIpOM MeOuyca
MPOSBIISIETCS. HEMOABIKHBIM ~ MacKooOpa3HbIM  JIMIIOM, OTCYTCTBHEM MHMHUYECKUX pEaKIuii,
AHOMAJIMSIMU  Pa3BUTHUSl HIDKHEW UENIOCTH, BKJIOYas HIDKHIOIO MHUKPOTHATHIO, BO3MOXKHO
BO3HHUKAIOIIYI0 W3-32 HEAOCTAaTOYHOW IOABMKHOCTH HWJKHEH YEIIOCTH Ha PaHHUX CTaausx
BHYTPUYTPOOHOTO Pa3BUTHUS, HAPYIIICHUEM TJIOTAHUS IPH MTPHEME MHUINHU (M3-3a apainya )KeBaTeIbHBIX
Y TJI0TATENbHBIX MBIIII). Yaiie BCero mopaxaroTcss OTBOJISAIINN U JIMIIEBOW YepernHbie HepBhl. MlHoT 1A
CTpajaloT M JIpyrHe€ YepemHble HEPBBI:  IJIA30/IBUraTelbHBbINA, OJOKOBBIM, TPOWHUYHBIH,
SI3BIKOTJIOTOYHBIN, OJY)KTAIOIIMK W TOABSI3BIYHBIA. B TSOKENbIX Ciaydasx y TaIMEeHTOB MOTYT
HaOmonaThCs Aucdarusi, 4epermHo-JInIeBol 1ucMopdu3M, aHOMAIUK Pa3BUTHUSI BEPXHUX KOHEYHOCTEH,
TUTIOTUTIa3Usl OOJIBIION TpyaHOM MBIl (aHoManus [lomanma) W yMCTBEHHass OTCTaNIOCTh. B
MJIJICHYECTBE Y 3TUX IMALIMEHTOB BBISBISAIOTCS TPYJIHOCTH ¢ KOpMileHHEM U acniupanusi. C Bo3pacToM
Pa3BUBAIOTCS HEBBIPA3UTENIBHOCTh JIMLA W PEYH, YTO NPHUBOJMUT K 3aTPYJHEHUSM B COLMAIBHOU
ajanTaluu.

5. Cunapom Ilosanna-MebOuyca (KIMHMYECKHH ciydail U o030p auteparypsl) / A. M.
Xomoposckasi, O. E. ArpanoBuu, M. B. CaBuna [u xap.] // Optomeausi, TpaBMaToOJOTHS U
BOCCTAaHOBUTEJIbHASL XUPYPrus aeTckoro Bo3pacta. —2024. — T. 12, No 1. — C. 53-64.




[IpencraBieHo KIMHUYECKOE HAOMIOJCHUE MOAPOCTKA 17 JeT ¢ kamo0aMu Ha OrpaHUYCHHE
JIBW)KEHUW B CyCTaBaxX NpaBOM KHUCTH, MPaBOM IUIEYEBOM CYCTaBe, YKOPOUCHHE MpPaBOM BEpXHEH
KOHEYHOCTH U Jie(hopMaIlfio IpyIHON KJIETKU. JJaHHBIE OPTONEANYECKOr0 OCMOTPA M KOMIIBIOTEPHON
toMmorpadum ykasbiBaau Ha cuHapoMm llomanma, aedopmanmrio IllmpeHrenst TsKENOW CTENCHH,
JICBOCTOPOHHIOIO KHJICBUAHYIO Ae(pOpManuio TpyIHOW KIETKH TSDKENOW CTeNeHH, KHU(OCKOIHO3
TPYAHOTO OT/JeNa IO3BOHOYHWKA, a Takke Oonesnp lllefiepmana-May. B naHHOM KIWHHYECKOM
HaAOJIIO/ICHUH Y TIAIMEHTA JJIUTEIHHOE BPEMSI OTMEYANIOCh CTPUOPO3HOE JBIXaHHE B TEUCHHE TIEPBBIX
TpeX JIET, KOTOPOE, BEPOSATHO, OBLIIO 00ycIOBIeHO AUCHYHKIHMEH Omyknaromero Hepsa. JleBuanus
sI3bIKa BIPABO, UIICUJIATEpaIbHOE MOPAKEHUE JIMIIEBBIX MBIIII, a TAKXKE Mape3 B3opa MpaBoro riasza
KHApy>KH yKa3blBalOT Ha JUCOYHKIUIO sAep KayJajdbHBIX OTIEIOB POMOOBHUIHOM SMKH U
CBUJCTEIBCTBYIOT O AUCQPYHKIIMH CTBOJOBBIX CTPYKTYp CIpaBa U «PaCIIUPEHHOMY» CHHIPOME
Mebuyca.

6. MartpocoBa, FO. B. Cungpom Mebuyca. Knuanueckuii cnyqait / KO. B. Marpocosa //
Bectauk TamGoBckoro rocynapctsennoro yausepcutera. — 2014, — T. 19, No 4. — C. 1175-1177.

PaccmoTpen kmuHHYeCKui ciyyait cuaapoma Mebuyca y nanuentku 15 net. Ha ocHoBe ananu3a
C/IeJIaH BBIBOJI, YTO XUPYPTUUYECKOE JICUEHUE I30TPONUH, OCOOCHHO MPH BBIHYKIEHHOM MOJIOXKEHUN
TOJIOBBI IpH cUHApoMe Mebunyca, 000CHOBaHO KaK ¢ KOCMETUYECKOM, TaK U ¢ ()yHKITMOHATLHOW TOUKH
3peHusa. OnepalnvoOHHBIA TEPUOJA MPOTEKAT C YMEPEHHOW BOCHAIUTEIBHOW peakiuen, MalMeHTKa
BBIIIMCAHA HAa YETBEPTHIA [€Hb C OPTOTPONMUEH B IEPBUYHOM MO3ULUU B3opa. Uepe3 Mecdl mocie
BTOPOTO ATama ONepariy MoJIOKEHUE IJ1a3 0CTaBaJIOCh MPaBUIIbHBIM, ocTpoTa 3penus OD 0,3 u/k, OS
0,7 H/K, TOABUIOCH OMHOKYJISIpHOE 3peHue ¢ 2,5 metpoB. Pedpakuus OS muonuueckasi, AJMHa riiaza
23,9 mM. CpaenmaH BBIBOJI, YTO ONTHUMAJIBbHBIH OOBEM XHPYPTrHYECKOTO BMEIIATEIHCTBA IO3BOJISET
JOCTHYB XOPOIIUX PE3YJIbTATOB U MOJHOLIEHHON peaOUINTalUH, OTHAKO BEIOOP TAKTHKH JJOJKEH OBITh
VHJIMBHU1yaJIbHBIM.

7. K Bompocy 0 MeIMIMHCKONH MOMOIIM JETSAM IEPBBIX MECSILEB )KU3HU C MOBPEKICHUEM
JIUIIEBOTO HEPBa B pe3yibTaTe poaoBoi TpaBMbl / M. A. Kprokona, I'. A. Hkoesa, D. W. Caiinamesa [u
ap.] // Opromneaus, TpaBMaTOJIOTUSI U BOCCTAHOBUTENIbHAS XUPYPIUs AeTCKOro Bo3pacra. —2018. — T. 6,
BhIII. 3. — C. 87-95.

PaccMoTpensl BOpoCchl MEAUIIMHCKOM MOMOIIY HOBOPOXKJIEHHBIM U JETAM IEPBBIX MECALEB
JKW3HU C POJOBOM TpaBMOW JUIIEBOTO HepBa. Kilt0UeBBIM 3BEHOM OKa3aHUSI MEIUIIMHCKOW MOMOIIU
sprsieTcss nuddepeHmanpHas JUArHOCTHKA POJOBOW TpaBMBI JHIleBoro HepBa. Cpeau MaTOJIOTHUU
BBIJICJICH CUHIpoM MeOuyca ¢ ero xapakTepHbIMU Npu3HaKaMu: Turoriasus saep VII mapsl yepemanix
HEepBOB (OmIaTepanbHbII/ yHIIATepAIbHBIN ape3 MUMUYEeCKUX Mbl); VI (cxoxsmieecs: Kocornasue),
XII mapa 4epernHbIXx HEPBOB; OTCYTCTBHE TEHICHIIMU K BOCCTaHOBJIeHUIO. [lokazaHa HEOOXOIUMOCTh
MYJbTUAUCHUILNIMHAPHOTO MOAXO0AA K MallMeHTaM C POJOBOH TPAaBMOIl JUIEBOrO HEpBa C y4acTHEM
HeBpoJiora, o(TanbMojora, OTOJApUHIOJIOra, CypJ0JIoTa, YETIOCTHO-IMIIEBOIO XHpypra, IeHeTHKa,
CIELUANINCTa T0 BOCCTAHOBHUTEIBHOM MeIuIMHE, JeueOHoM ¢(uskynpType H  (usnoTepanuu,
MuKpoxupypra. OmnpeneneHbl KII04eBble HaMpaBiICHUS MEIULUHCKONW TOMOIIM B MEPBbIE MECSIIBI
KU3HU: TpoUiIaKTUKa pa3BUTHUS O(TaTHLMOJIOTHYECKUX OCIOXHECHHI; TIATEeNbHAsS TOMHYECKas |
sTHOJOTHYecKass AuddepeHnnanbHas JUarHoCTUKa; JUHAMHYECKOe HaONIOIEHHE C  LEJbIo
CBOEBPEMEHHOTO PELICHHS BOIPOCa O HEOOXOAUMOCTH MPOBEACHHS XUPYPTUUECKOTO JICUCHUSI.

CTarby HA AHTJINHACKOM SI3BIKE

8. Autonomic Responses to Emotional Stimuli in Children Affected by Facial Palsy: The
Case of Moebius Syndrome = ABTOHOMHBIC pEAKIIMH Ha SMOIMOHAIBHBIC CTUMYIBI Y JETEH,
CTpa/IaloNINX MapaJInyoM JIMLEBOro HepBa: ciay4ail cunapoma Mebuyca / Y. Nicolini, B. Manini, E.
Stefani [et al.] / Neural Plast. - 2019. - Vol. 8:7253768. — URL
https://onlinelibrary.wiley.com/doi/10.1155/2019/ 7253768.

9. Diagnostic distinctions and genetic analysis of patients diagnosed with Moebius syndrome
= JInarHoCcTUYEeCKUE pa3INuus U TeHETUYSCKUI aHaIN3 MalMeHTOB C TUArHO30M CHHIpoM Mebuyca /
S. MacKinnon, D. T. Oystreck, C. Andrews [et al.] // Ophthalmology. — 2014. — Vol. 121, Ne 3. — P.
1461-1468. — URL : https://www.sci-hub.st/10.1016/j.ophtha.2014.01.006
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10. Moebius syndrome: clinical features, diagnosis, management and early intervention =
Cunapom Mebuyca: KIMHUYECKUE TIPU3HAKH, JUATHOCTHKA, JICUCHHE W paHHee BMemareabcTBo / O.
Picciolini, M. Porro, E. Cattaneo [et al.] // Italian Journal of Pediatrics. — 2016. — Vol. 42:56. — P. 1-7. —
URL : https://ijponline.biomedcentral.com/articles/10.1186/s13052-016-0256-5.

11. Moebius syndrome: what we know so far = Cunznpom Mebuyca: 4To Mbl 3HaeM Ha JJTaHHBIH
MomeHT / S. Zaidi, I. Syed, U. Tahir [et al.] / Cureus. —2023. —Vol. 15:¢35187. —P. 1-7.— URL : https://
cureus.com/articles/138834-moebius-syndrome-what-we-know-so-far#!/.

12. Neurogenic bladder as a lurking complication in Moebius syndrome = Heiiporennsiii
MOYEBOH My3bIPb KaK CKPBITOE Oci0kHEeHne cunapoma Mebuyca / Y. Tanaka, T. Maekawa, R. Eura [et
al.] // Brain Dev. — 2022. — Vol. 44, Ne 1. — P. 73-76. — URL : https://www.brainanddevelopment.com/
article/S0387-7604(21)00134-0/fulltext.

13. Orofacial motor dysfunction in Moebius syndrome = Hapymenue opodarmanbHO
MoTopuku npu cunapome Mebuyca / F. Renault, R. Flores-Guevara, J. Baudon [et al.] // Dev Med Child
Neurol. — 2020. — Vol. 62, Ne 4, — P. 521-527. — URL : https://onlinelibrary.wiley.com/doi/10.1111
/dmen.14379.

14. Poland-Mobius syndrome: a case report implicating a novel mutation of the PLXND1 gene
and literature review = Cunapom [lomanna-MeOuyca: onucanue ciaydasi, MoApa3yMEBAIOIIET0 HOBYIO
myTaruto rena PLXND1, n 0630p mutepatypsl / G. E Glass, S. Mohammedali, B. Sivakumar [et al.] //
BMC Pediatr. — 2022. — Vol. 22:745. — P. 1-10. — URL : https://bmcpediatr.biomedcentral.com/
articles/10.1186/s12887-022-03803-3.

15. Stefani, E. Congenital facial palsy and emotion processing: The case of Moebius syndrome
= BpoxaeHHBIN mapanuy JMIIEBOTO HepBa M 00paboTka sMouumid: ciydaii cuHapoma Mebuyca / E.
Stefani, Y. Nicolini, M. Belluardo, P. F. Ferrari // Genes. Brain Behav. — 2019. — Vol. 18:¢12548. — P.
1-15. — URL : https://onlinelibrary.wiley.com/doi/10.1111/gbb.12548.
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