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KIIMHUKO-®YHKINOHAJIBHBIE U BUOMEXAHUYECKHUE
ACIIEKTBI TATOT'EHE3A, IUATHOCTHUKHU U JIEYEHUSA
BPOXXJIEHHOMW MUOIINA: OB30P JIUTEPATYPBI
N AHAJIN3 COBCTBEHHBIX TAHHBIX

OI'bY «Mockosckuit HUU tnasubix 6onesneit um. Ienbmromnbiia»y Munsnpasa Poccun, 105062, Mocksa, PO

TIpencrasien 0030p JUTEpaTypbl, OTPAKAIONINNA COBPEMEHHOE COCTOSHHE T€HETUYECKHX, KIMHUKO-(DYHKIIHO-
HAJIbHBIX, OMOMEXaHUYECKHUX acleKTOB MaTOreHe3a, AMarHOCTUKY U JICYCHUS! BPOXKICHHOW Muonuu. Hecmorps
Ha MHOYKECTBO MOATBEP)KICHUH YIaCTHsI HACIEACTBCHHBIX ()aKTOPOB B THOJIOTMU MHUOIIMHU (M3BECTHO HE MEHEE
23 nokycoB MYP B 15 paznuuHbIX XpoOMOCOMax, OOHAPYKUBAIOIIUX CLEIUICHHE C MUOIUEH), TEHbI M aJlJIeIu,
OTBETCTBEHHBIC 32 MPEJPACIOIOKEHHOCTh K MUOIIMH, CKOPEEe BCEro, BXO/AAT B MOJUTEHHBIE CUCTEMBI, OIpeie-
JSFOLIHE KOJIMYECTBEHHBIE MTPU3HAKH, KOTOPBIE BECbMa CIIOKHBI JUISl HACHTUGHKAIMU. V3yueHne BpoKIeHHON
MHOIUH TO3BOJIMIO NPEANIONIOXKHUTE, YTO 3TO 0co0ast KIMHUYecKast opMa MUOIMH, OTIHYAIOIIasics 0COOCHHO-
CTAMHU penbeda ceTyaTky B 001acTH GpoBea, Onopu3mIecKuMu CBOHcTBAaMU (GUOPO3HO KarcyIsl Tl1a3a, 0co00i
(hopMoii arCKa 3pUTENFHOTO HEpBa KaKk O()TaTbMOCKONUYECKH, TaK ¥ MOP(QOMETPHUYECKH. BBIIBICHHYIO NPH
BPOXKJICHHOW MHOIIMU 3HAYMTEIBbHYIO BapuaOelbHOCTh Pa3MEpOB AMCKA 3PUTEIBHOTO HEPBa, HKCKABAIMH, WX
COOTHOIIICHUSI HEOOXOJMMO UMETh B BUAY IPU 0OCIICIOBAHUH B3POCIIbIX MAIIMEHTOB C BHICOKOW MHOIHEH ¢ 1ie-
nbt0 paHHed fuddepeHanTbHON MarHOCTHKN TIIayKOMbl. BrOMexaHHYecKne CBOMCTBa KOPHEOCKIIEPATbHOM
KarcyJsbl OKa3bIBaIOT BIMSHUE HA MOp(oMeTprdYecKre napaMeTpsl AUCKa 3pUTEILHOTO HEPBA MPH BPOXKICHHOM
Y IPUOOPETEHHOW MUONHMHU Y JeTel, YT0 HeOOXOIMMO YUUTHIBATh MPH BHIOOPE METOA XHPYPIUUECKOTO Jiede-
HUS B CIIy4ae MPOrpeCcCHPOBAHUS OIM30PYKOCTH M KOHTPOIIS 32 €€ TeUeHneM. MHOTOYHCIICHHBIC HCCIIeJOBaHUS
MOATBEP/IMIIN, YTO KOHTAKTHAsl KOPPEKIUS M COUETAHUE €€ C OUKOBOM JIOKOPPEKIUEH acTUrmMaru3ma, Haubomee
3¢ PeKTHBHBIE METOIBI KOPPEKIIMH ISl TIAIMEHTOB C BPOXKICHHOM Muomuell. [TonydeHHble HaMH JaHHBIE TI03BO-
JSIFOT CUUTATh BECbMa MEPCIEKTUBHBIM IPUMEHEHHE CKIEPOPEKOHCTPYKTHBHOTO JICUCHHUS C INIOMOUPOBAHIEM
3aJTHEeT0 TMOJF0Ca I MPOPUIAKTHKH TPOrPECCUPOBAHHS MUOITMYECKUX TUCTPO(UI MaKylbl, @ TAKKE TP pa3-
JMYHBIX GOpMax M CTAIHUAX MHOIMNYECKUX CTAPHIIOM.

Ki1ro4eBble ci10Ba: namozenes 6podcOeHnol MUONUU, OUASHOCTIUKA BPOACOCHHOU MUONUU, JleUeHUe BPOACOeH-
HOU MUONUU.
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This article presents the review of the literature focusing on the current state-of-the-art in genetic, clinical,
functional, and biomechanical aspects of pathogenesis, diagnostics, and treatment of congenital myopia. The
involvement of hereditary factors in etiology of myopia has been repeatedly confirmed in numerous publications.
Suffice it to mention that at least 23 MYP loci localized in 15 different chromosomes are associated with the
development of myopia and determine the quantitative characteristics of this pathology. Nevertheless, the
specific genes and alleles responsible for the predisposition to myopia belong, with a high degree of probability,
to different polygenic systems and are therefore extremely difficult to identify. The results of investigations into
congenital myopia give evidence that it must be a special clinical form of myopia characterized by certain peculiar
patterns of the retinal relief in the foveal area, specific biophysical properties of the fibrous capsule of the eye, and
a particular, both ophthalmologically and morphometrically, shape of the optic nerve. A substantial variation in
the optic disc size and excavation patterns associated with congenital myopia as well as the relationship between
these two parameters should be taken into consideration when examining the adult highly myopic patients for
the early differential diagnostics of glaucoma. The biomechanical properties of the corneoscleral capsule affect
the morphometric parameters of the optic disc in congenital and acquired myopia in the children which should
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be taken into account when choosing the type of the surgical treatment in the event of myopia progression and
controlling its advancement. The available results of investigations confirm that contact correction in combination
with additional spectacle correction is the most efficient method for the treatment of the patients presenting with
congenital myopia. The data obtained show that the reconstructive treatment of the sclera including buckling
of the posterior pole provides a very promising approach to the prevention of progression of myopic macular
dystrophy and addressing a variety of forms and stages of myopic staphylomas.
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BuyTpennue u BHemHue (hakTopsbl, 1eHCTBYIOLINE
Ha (popMuUpYyIOLIUIICS 3apOABIIT U TUIOA, MOTYT €/1Ba
71 He OECKOHEYHO Pa3HOOOPa3HO COUETATHhCS MEXKIY
co00# ¥ TOTOMY B Ka)KI0M OTAEIHLHOM CIIy4ae HeJer-
KO, @ TO U HEBO3MOYKHO YCTaHOBUTHh IPUUUHY pa3BH-
THsI TOW WIA UHOW BPOXIAEHHOW aHOManuu. Tem He
MEHee, HAKOIJICHHbIE MEIUIMHON (M odTanbMoIIo-
rHeil B 4aCTHOCTH) (DaKThl MO3BOJIIOT MPEIBUACTD,
Ipeaynpex/IaTh U 0oee Wi MEeHee YCIEeIIHO JIEYUTh
00HapyKEHHYIO BPOXKICHHYIO O TaIBMOIOTUIECKY IO
MaTOJIOTHIO.

BpoxaeHHble M3MEHEHUs INIa3HOro s0JI0Ka pac-
MIPOCTPAHSIOTCS Ha BCE €ro 000JI0YKU U MOTYT HOCUTh
M30JIMPOBAaHHBI M COYETaHHBIM Xapakrep. BapuaHT
aHOMAJIMM CKJIEPAJIbHOM OOOJIOYKHM MOJIyYMJI Ha3Ba-
HUE YKTa3uM CKIIEPhI, KOTOpas Yallle PacroiaraeTcs B
o0racTé SMOPHOHABHO MENH U TIPU 0PTATEMOCKO-
UM BBIIISIIUT Kak 3a1Hss cTaduiioMa, Jiexamiast Bo-
Kpyr Aucka 3purensHoro Hepsa (JI3H) unu B 3aaHem
NOJIIOCE IVIa3a, PaclpoCTPaHSACh Ha XKEITOE ISATHO.
IIpu BpOXKAEHHON MHOIUYU HEJOHOIIEHHBIX OHU MO-
T'YT OBITh CBSI3aHBI C SMOPUOHAIBLHBIM CKIIEPATEHBIM
BBIIISTYMBaHHEM Ammon.

Y HOBOPOXJICHHBIX BO3MOKHA MHOTIHYECKas ped-
pakuus. Yarne oHa KOHCTaTUPYETCs Y HEIOHOIIEHHBIX
JIeTei, MpUYeM BeIMYMHA OJIM30PYKOCTH y HUX TE€M
cuibHee, 4eM Oojiee BBIPaKEHA HEJIOHOIIEHHOCTb.
Crenenp muonuu gocruraet nopoi 10—12 qorp u BeI-
me. OObsICHSIeTCS OMM30PYKOCTh y HEIOHOIICHHBIX
TEM, 4TO Yy HHUX COXpaHseTcss Ammon BBIIIYUBAHHUE
3aJTHEBUCOYHOTO OTJIeNa CKJIEphl, KaK YKa3bIBalIOCh
BBIIIIE, BO3HUKAIOIIEE Y IJI0/1a Ha 3—7-M Mecslile BHY-
TPUYTPOOHOM KU3HHU U UCUE3AIONIEee Y JOHOIICHHBIX
JleTed KO BpeMeHM poxaceHus. MimeeT 3HaueHne Tak-
Ke pepaKkIMOHHAS TPUYNHA: Y HEJIOHOIIEHHBIX KPH-
BHU3HA POTOBHUIBI U XPYCTaJMKa BBIPAaK€HA CUJIbHEE
[0 CPAaBHEHHIO C POXKAECHHBIMU B CpOK [ 1].

OnHako BpOXKICHHAsE MUOTMHSI HE BCET/Ia CBsI3aHa C
HEJIOHOIIEHHOCThI0. Cpein ATHONOrHYecKuX (hakTo-
POB BO3HUKHOBEHHS BPOXKJICHHONW MUOTIHH OOJIBITYIO
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POJIb OTBOAAT HACTEACTBEHHOCTHU: B 54,6—65% ciyua-
€B BPOXKICHHAss MUONUS OBIBAET HACIIEICTBEHHOM [2,
3]. Onnaxko, o nanueiM O.B. Tlapameit, B 70% ciy-
4aeB BPOXKICHHASI MUOTIHS HE ObliIa HACIIeICTBEHHOM.
ITo muaenuto O.B. Ilapameii u E.U. Cunopenko [4],
“BpokJieHHasi OJIM30PYKOCTb — 3TO PA3HOBUAHOCTH
NEPUHATAIILHOTO MOPAXKEHUs 3PUTEILHOTO aHaln3a-
TOopa”, B €€ Pa3BUTHH WUIPAIOT POJIb TOKCHKO3bI Oe-
PEMEHHOCTH, YIpo3a BBIKHIBIIIA, WHTPaHATaTbHAS
naroyiorusi (HECOOTBETCTBHE Pa3MEpOB ILI0A, HEO0O-
XOIMMOCTbh KE€capeBa CEYEHHs, IPEKIEBPEMEHHBIE
poabl, OOBUTHE IYNOBUHBI); MATOJOIUs HEOHATalb-
HOTO nepuosa (aHemHusl, BPOXKACHHBIN BBIBUX Oefpa,
reMoJMTh4ecKas 0oJe3Hb, MHEBMOHHMS, MHIOPOCTE-
HO3, IepUHATAIbHAS SHIE(DATONIATHS U Ap.).

BpoxaenHas MAOIIHS 4aCTO HOCHUT CTallMOHAPHBIN
XapakTep ¥ OBIBACT, KaK MPaBUIIO, CPETHEH U BEICOKOM
cTeneHu. B ciydae Takoil GIU30pyKOCTH, OUYEBUIHO,
JEHCTBYeT “HOPMAalIbHBIN~ KOPPENSLMOHHBIN Mexa-
HU3M: YUIMHEHHE IJla3a B MPOLECCE POCTa CONpo-
BOXKIAETCS TPOMOPLIUOHAIBHBIM KOMITIEHCATOPHBIM
YMEHBIIEHHEM €ro ONTHYECKOM cuibl. braromaps
9TOMY U COXPAHSAETCs MEpBOHAYaIbHASI CTENEHb MH-
onuu. KpoMe crarmoHapHOW BPOKIECHHOW MHOIIHH,
BBIJIEJISIIOT MPOrPECCUPYIONIYI0 OIM30PYKOCTb, O4Ye-
BUJIHO, MPOrPECCUPOBAHUE CBSI3aHO CO CIA0OCTHIO
ckiepbl. EctecTBeHHO, 6TM30pYKOCTH TpedyeT k cebe
MPHUCTaIHLHOTO BHUMAaHUA oTampMornenuarpa ¢ 00b-
€KTUBHBIM CHUCTEMATUYECKUM OIPEICIIEHUEM Y pe-
OcHKa pedpaKIiH.

Paznuuator npexonsiiyto (TpaH3UTOPHYIO) MHO-
MU0, KOTOpAsl UCYe3aeT K KOHIY 1-ro roja >KW3HH HO-
BOPOXKJICHHOTO B pe3yJibTaTe CO3PEBAHUS IMJIMAPHON
MBIIIIIBI, YMEHBIIEHHS MPETOMIISIONICH CHIIBI POTO-
BUIIBI M XpyCTalluKa, yIIyOleHus meperHel Kamephl.
Omnaxo, mo Muennio K. Zadnic u D. Mutti, 42% neteit
C TPAH3UTOPHON MHUOIMUEH BHOBb CTAHOBATCS ONU30-
pykumu K 8-9 rogam [5]. Kpome Toro, BBIAETSIOT HC-
TUHHYIO BPOXKJICHHYIO MHOIIHIO, KOTOpasi OTINYAETCS
BBICOKOH cTerneHbpio (55-91% cimydaeB), yBenmaeHHEM



Russian Pediatric Ophthalmology. 2016, 11(3)

nepennesananeit ocu (I130), n3mMeHeHUAMH Ha TIIA3HOM
nHe. YacTtoTta 3TOM ONMM3OPYKOCTH, 1O Pa3HBIM JIaH-
HbIM, 1,4-4,5% cpeau neteit 1-ro rofa Ku3HM.

Knunuueckast kapTvHa BpPOXKIACHHON OMU30pYyKO-
CTH OTIIMYACTCS 3HAYUTEIbHBIM MOJUMOP(HU3MOM, B
HEHl B pa3TUYHOM CTENIEHH MOTYT coueTarbes pedpak-
IIMOHHBIE, aHATOMUYECKHE U (PyHKITMOHATIBHBIE HAPY-
[IEHUs1, OPraHNYeCKHE U3MEHEHUSI 3pUTEITLHOTO HEPBa
u 000104eK I71a3a, pa3zHooOpa3Hasi COMyTCTBYIOIIAs
natosorusi. CienoBaresibHO, B aITOPUTM JIMATHOCTH-
KM TAI[MEHTOB ¢ BPOXKJIEHHOW MHOIMUEH HE0OX0IUMO
BKJIFOUHTD CJIEAYIOIINE aCTIeKThI: U3y4eHue (PyHKIHO-
HAJIBHOTO COCTOSIHUSI CETYATKU, MOP(HOMETPHUECKHIX
ocobennocreit JI3H, aHaTroMuueckux 0COOCHHOCTEH
CETYATKHU C MCIOJIb30BAHHEM COBPEMEHHBIX METOJIOB
ToMOrpaduu U IPUKU3HEHHOW MOP(POMETPHUH, MOJIe-
KYJISIPHO-T€HETHUECKHE UCCIIEIOBAHNUS.

HacnenoBanne  KOMMYECTBEHHBIX  MPU3HAKOB
0OBIYHO OBIBACT TOJUTEHHBIM, MPH ITOM TPEATIONa-
raercs, 4To Kbl TeH, BIUSIONIMA Ha (EHOTHII,
BHOCHUT CBOMW BKJIAJl B TeHETHUYECKHUE (DAKTOPHI pHCKA.
bnaronaps Oonee y3komMy ONpeAeNeHUI0 OTACIbHOTO
(eHoTHIIa MOXHO BBISBIATH CEMbU C HacleayeMon
MyTaluei raBHoro reHa. Mcrnonbp3oBanue 3Toro moju-
XO/la TO3BOJWJIO Y4YEHBIM HWACHTHU(DHUIIMPOBATH He-
CKOJIbKO MHOIIMYECKHUX JIOKYCOB C ITOMOIIIBIO aHAIN3a
CICTUICHUS. AHAJIHM3 CIETUICHHUST OOBIYHO MpeIoiara-
€T HaJInYhe B CEMbE OIPEJIEJICHHOT0 THUIA HACJE0-
BaHus. JIOKyChI-KaHMIaThl B TEHOME ObUIH WJICHTH-
(UIUPOBaHBI B CEMBSX C MEHACTUPYIOIIMM HACIEI0-
BAaHUEM MHOTHH U OOJBIINUM KOJIMYECTBOM OOJIbHBIX
YJICHOB ceMbH (Tabm. 1) [6—18].

AJNBTEpHATUBHOW CTpaTeruell MICHTU(DUKAITUN
“MHUOTIMYECKUX’ TEHOB SIBISICTCSl aHAIM3 accolua-
A ¢ TOTUMOP(HBIMU aJIeIIMU TeHOB-KaHIUIaToOB,
KOTOpBIE TPEATNOIOKUTEILHO BOBIICUYEHBI B IMATOTe-
He3 muonuu. 11o100HO ToMy, Kak mapamMeTpHyecKuit
aHAJIN3 CICTUICHUS TPeOyeT MPEAIoIIOKEHUS O THTIS
HACJIeIOBaHWs, aHAJIU3 acCOIMaIliii TEeHOB-KaHH-
JIaTOB MPEAyCMaTPUBAET HAJIMYNUE THUTIOTE3bI O TMaTO-
TFEeHETUYECKUX MexaHu3max wmuonuu. CyiecTByeT
W3BECTHAs MOJIEb MHOIUH, KOTOpAas MPEAIoiaraet
MOBBIIIICHHYIO PACTSHKUMOCTB CKJIEPHI, BO3HHKIIYIO
B pe3yabTare MyTallil OJHOTO WJIM HECKOIbKHX Te-
HOB JKcTpaneutonspaoro marpukca (31[M) cknepbl
(cxnepanbHas Teopus pa3BuTHs Muonun) [19]. Okono
150 pa3nuunbIX 3a00JIeBaHUN HACIEACTBEHHOW MpHU-
POJIBI ACCOITMUPOBAHBI C MUOIIUEH Pa3IUYHON CTere-
HU. MyTaHTHBIC T€HBI, XapaKTepHbIE I ATHX 3a00-
JIEBAHUH, SIBISTFOTCSI KaHIUJIATaMH B ““‘MHOIIMYECKHE”
reHbl. [Ipumepsl TakuX T€HOB, CBS3aHHBIX C IJIA3HBI-
MU WJIH CUCTEMHBIMH CHHJPOMAaMH, TPUBE/ICHHbIE
pa3IMYHBIMHM aBTOpaMU, IpPEACTaBIeHbl B Tabm. 2, 3
[19-28].

HecMmoTpst Ha 04eBUIHBIN BKJIal HACIECTBEHHBIX
(akTOpOB B TIAaTOTEHE3 BBHICOKOH MHOITMH, COOTBET-
CTBYIOIIHME TE€HBI JI0 CUX TIOpP HE HaWJIEHBI, XOTS OBLIO
KapTUPOBAHO HECKOJBKO JIOKYCOB B CEMbSIX C ayTO-
COMHO-/TOMUHAHTHBIM THIIOM Hacliel0oBaHUs 3aboiie-
BaHUSI.
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TaGnuma 1

Jlokychbl MMONTMY€eCKHX FeHOB-KAH/U/1aTOB,
HIEHTH(PUIHMPOBAHHBIX ¢ MOMOLIbIO aHAJIN3A clenJeHus [6—18]

Jlokanusanus .
Hassanue JInureparypHsiii
reHa- Twun HacnemoBaHus
JIOKyCa KAHHAaTa HUCTOYHUK
Muonus 1, Xq28 X-cueruiennsiit,  Schwartz M.
MYP1 0o0J1e3Hb T1a3a etal., 1990 [7]
Bornholm
Muonus 2, 18pll.31  AyrocomHo- Young T.L. etal.,
MYP2 TGIF JIOMUHAHTHBIN 1998 [8]
Muonus 3, 12921-q23 AyTocomHo- Young T.L. et al.,
MYP3 JIOMUHAHTHBIN 1998 [9]
Muonus 4, 7936 AyTOCOMHO- Naiglin L. et al.,
MYP4 JIOMUHAHTHBIN 2002 [10]
Muonus 5, 17q JloMUHaHTHBIN Paluru P. et al., 2003
MYP5 [11]
Muonus 6, 22ql12 AyTOCOMHO- Stambolian D. et al.,
MYP6 PpeIeCCUBHBIH 2004 [12]
Muonus 7, 11pl3, He mennenesckuit Hammond C.J.
MYP7 PAX6 et al., 2004 [6]
Muonust 8, 326 He menpenesckuit Hammond C. J.
MYPS8 et al., 2004 [6]
Mnuonus 9, 4ql2 He menpenescknit Hammond C.J.
MYP9 et al., 2004 [6]
Muonus 10, 8p23 He mennenesckniit Hammond C.J.
MYPI10 et al., 2004 [6]
Muonust 11, 4922-q27  AyTocoMHO- Zhang Q. et al.,
MYPI11 JIOMUHAHTHBIN 2005 [13]
Muomnust 12, 2q37.1 AyTOCOMHO- Paluru et al., 2005
MYPI12 PpelecCUBHBIH [12]
Muonus 13, Xq23-25  X-cuemnenneii  Zhang et al., 2005
MYPI13 peLeccuBHbIH [13]
Muonus 14, 1p36 He mennenesckuit Wojciechowski R.
MYP14 et al., 2006 [14]
Mpuonus 15, 10g21.1 AyTOCOMHO- Nallasamy S. et al.,
MYPI15 peleCcCUBHBIHA 2007 [15]
Muonus 16, 5pl5 AyTOCOMHO- Lam C.Y. etal.,
MYP16 peueccuBHBIN 2008 [16]
Muonus 17, 7pl5 He mennenesckuii Ciner E. et al., 2008
MYP17 [17]
Muonus 18, 14q22.1-  AyrtocomHo- Yang Z. et al., 2009
MYPI18 q24.2 PpelecCUBHBIH [18]

Hamu Oputo oOcnemoBaHo 6 ceMeld ¢ HECKOJb-
KUMHU OOJIBHBIMHU B JIByX U 0oJiee MOKOJICHHSIX C OC-
JIO)KHEHHON Muomnuen. B kax1oil ceMbe KOIMYECTBO
oOcnenoBaHHbIX BapbupoBasio oT 10 1o 21. Bo Bcex
CEeMbsIX OJIUH U3 poauTesnei nMmen muonuto 6,0 anrp
U BbIe. Y BceX OONBHBIX, TOMUMO OJIM30PYKOCTH
BBICOKOM ctemnenn (sph — 6,0 mnTp u BbImIe), ObUIH
OTMEYEHbl M3MEHEHUS IJIa3HOIO JIHAa B BHUJE IEpH-
dbepuyeckoll WM IEHTPAIBHON XOPHOPETHHAIBHON
nuctpoduu. CeMbpy OBUTH HEIOCTATOYHO OOJBITUMU
JUISI TIOTHOTEHOMHOTO CKPUHUHTA, HO TMPUTOIHBIMH
JUTSL TIPOBEJICHUS aHaJIM3a CUEIUICHUS C U3BECTHBIMH
nokycamu 3aboneBanus. O6pasnps JJHK ot 23 Gomb-
HBIX U UX 3/I0POBBIX CHOCOB BBLACISUIUCH U3 JICHKOIIN-
TOB MepupepuyecKoil KPOBH CTAaHAAPTHBIM METOIOM
JUIsL TIPOBEJICHUS aHaJM3a MOJUMOP(HBIX MapKepOB
B jokycax MYP2 u MYP3 — nonumepasnas unenHas
peakuus (ITL[P). Bo Bcex cembsix, KpoMe OIHOM, MBI
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TabGnuma 2
IIpuMepsI r1a3HBIX CHHAPOMOB, ACCOLMUPOBAHHBIX
(MJIM BAPUAHT — NP KOTOPBIX BCTPeYaeTcsi) ¢ MHOMU el
(QUM, 3xcTpane/UTIOIAPHBIT MaTpuke) [21-24]

Cunyipom Tun Jloxyc rewa, DyHkiys Oenka
HACJICIOBaHHs Ha3BaHHe
CSNBI1 X-cuernennsit  Xpll, BLM; HeOOoIb-
Nyctalopin  mIoif, Gorarsrit
JeuHOM
MIPOTEOIVTHKaH
CSNB2 X-cuemnennelii  Xpll, [lepenocunk
CACNAIF  HOHOB KajbIus
Tonpamana- AyTOCOMHO- 1523, Jlurana-3aBucu-
dagpa peueccuBHblii  NR2E3 MBI TPAaHCKPHII-
LUOHHBIH (hakTop
Burpeopetn-  AyTocomHO- 22q13, DM
HaJlbHast peueccuBuplii  ®ulyaun 1?
JTUCTPOGHS
BurpeopetnHo- AyTOCOMHO- 11q13.4, Curnaan

JIOMUHAHTHBIMH,
ayTOCOMHO-
peLeccuBHbIN

rnarus LRPS, FZD4 Ttpancaykuuu

BurpeopetuHo- AyToCOMHO-
natust Barnepa JOMUHaHTHBIN

5q13-ql4 2

[Mpumeuanue. 3aeck u B Tabn. 3 3HaK “?” 03HAYAET, UTO HE
MOJIyYEeHO TOCTOBEPHBIX JaHHBIX.

MCKJTIOUMIIH crueruienue tokyca MYP3 ¢ 3aboneBanu-
€M; B 3-X CEMbSX HE yAaJIOCh UCKIIOUUTh CLEIUICHUE
¢ nmokycom MYP2. Tlpeanonaraercst B qanpHeiIemMm
HCCIIEZIOBATh CLETIJICHHE MUOIMH B UCCIIEAYEMBIX Ha-
MU ceMbsiX ¢ TeHoM TGF-p.

CnenoBareslbHO, HECMOTPSI HA MHOXKECTBO IOJ-
TBEP)KICHUI Yy4acTUsl HACIEJACTBEHHBIX (PaKTOPOB B
STUOJIOTUU MHUOINNU (M3BECTHO HE MeHee 23 JIOKYCOB
MYP B 15 pa3nudabIXx XpoMOcoMax, OOHAPYKHBAFO-
LIMX CLEIUIEHUE C MUOIHUEH), TeHbl U aJUIeH, OTBET-
CTBEHHBIE 32 MPEIPACIOIOKEHHOCTh K MUOIUH, CKO-
pee BCero, BXOJAT B MOJIUTEHHBIE CUCTEMBI, ONPEAeIs-
IOIIE KOJMUYECTBEHHBIE MPHU3HAKH, KOTOPHIE BEChbMa
croxHbI 171 uaeHTudukammu. [loxydennsie uccnemno-
BaTeJISIMU JJaHHbIE YOeTUTEbHO IEMOHCTPHUPYIOT 3Ha-
YUMOCTh TeHETHUECKUX (PAKTOPOB B ATUOJIOTMU MHO-
MUY U HEOOXOIMMOCTD UX JaJIbHEHILIEro U3y4eHusl.

3HaYUTENbHBI MHTEpPEC MPEACTAaBISIET M3y4YEHUE
(YHKIIMOHATILHOTO COCTOSIHUSI CETYaTKH Yy JeTed C
BPOXKICHHON OIM30PYKOCTBIO C TIOMOIIBIO SIIEKTPO-
peTuHOrpagUIeCcKIX METOAOB UCCIIEOBAHUS U OTIpe-
JeNieHne  (PyHKIIMOHAJIBHBIX CHMITOMOB, XapakTep-
HBIX JUTS pa3INYHON 0(TaIbMOCKOITUYECKON KapTUHBI
[JIa3HOTO JHA y MALMEHTOB C JaHHOU narosioruen. Og-
HAKO Y JIeTeH ¢ BPOXKICHHOHN OJIM30PYKOCTHIO HEPEIKO
BBISIBIISIETCSI HEU3MEHEHHBIN JJIEKTPOI€HE3 CETUYaTKH,
91O TpeOyeT yrTyOJeHHOTO U3yUeHHsT aHATOMUIECKUX
0COOEHHOCTEN CEeTYaTKU MPHU BPOXKIAECHHOW MHOIHUH C
HCIOJIb30BAaHUEM ONTUYECKOM KOI€peHTHOW TOMOTrpa-
(buu U OLIEHKH CTPYKTYPBI CETYaTKH [2].

W3yuenne OHMORIEKTPUYECKONW AKTUBHOCTH CET-
YaTKH y AETEN C BPOXKIAECHHON MUOITHEN MPOBOAMIOCH
HaMU IyTEM PETUCTPALlUU MAaKCUMaJIbHOU, MaKyJsp-
HoWi (M-OPI') u My’bTH(OKATBHOMN 37IEKTPOPETUHO-
rpaduu (Mm¢p OPT") c momorkio anekrpopeTuHorpada
¢upmbl Roland Consult (I'epmanust) ¢ mporpaMMHBIM
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Tabunuma 3

I[IpuMepsl cMCTEMHBIX CHHAPOMOB,
CBSI3aHHBIX ¢ Muonueii [19, 20, 25-28]

Crnpom Tun Jloxkyc, OyHKIHSA

HAcJIe[0BaHMs | Ha3BaHUE I'eHa reHa

Cunppom Kosna Ayrocomno-  8q22—q23, COH1 Copruposka
pelecCUBHBII Oenka?

Cunppom [layna Tpucomus 21 XpomocomHast ?

abepparus

Cunzpom AytocomHo-  [eHsr, 1M

Dnepca—/{anno- JOMMHAHTHBIN, KOXUPYIOLIHE

ca (MHO)XECTBO ~ AyTOCOMHO- KOMITOHEHTBI

bopm) peueccuBHblii  D1[M

Cunapom AytocomHo-  21q22.3, SlM

KuoGioxa peueccuBnubiii  COL18A1

Cungpom AytocomuHo-  15¢21.1, 1M

Mapdana JOMUHaHTHBIAH Dubynus 1

Cunnpom AyTOCOMHO- 12q13, COL1A1 S51IM

Cruxep 1 JIOMUHAHTHBIN

Cunzpom

Cruxuep 2

obecnieuennem Retiscan [29]. beia uzyyena rommu-
Ha, Tomorpaduyeckuii MpouIL U aHATOMUYECKUE
OCOOEHHOCTH CETYaTKH Y MAIMEHTOB C BPOXKICHHON
HEOCJIOKHEHHOM Muonueil. Bcem nanuentam nposo-
Jqun OKT 1515t OLleHKH COCTOSIHUS MaKYJISIPHOM 30HBI
COIIaCHO MAaKyJISIpHOHM KapTe 1o nporpamme “Macular
Thickness map” u npotokony ananusa “retinal thick-
ness volume” Ha mpubope Stratus OCT 3000 (Carl
Zeiss Meditec, Inc.).

[IpoBeneHHble HaMU HCCIEOBAHUS TMOKa3anu: 1)
METO/I ONTHUYECKOM KOTEPEHTHOW ToMorpaduu mo-
3BOJISIET OCYIIECTBUTHh HEMHBA3MBHOE HMCCIICIOBAHHE
MOP(HOIIOTHIECKUX 0COOEHHOCTEH CETYATKN U MOKET
OBITh WCIIOJIb30BaH HapaBHE C JIPYTUMH METOaMH
B KOMIUIEKCHOM MOHHMTOPUHI€ U OLEHKE COCTOSHUS
MaKyJIsIpHOM 30HBI y TAIIMEHTOB C BPOXKACHHON MHO-
nuei; 2) OTINIUTEIIbHBIMA 0COOCHHOCTSIMU pelibeda
ceTyarku B oOnactu (oBea Npu BPOXKIACHHOW MHO-
MU 110 CPAaBHEHHUIO C AIMMETPOIIHEH SBISIOTCS: YBE-
JMYeHHUE TOJIIUHBI HEHpOIMUTENnus B eHTpe (doBea,
TEHJICHLIMS K CHH)KEHUIO €ro TOJIIMHBI B napagose-
OJISIPHOM 30HE, nocToBepHOe (B 1,7 pa3a) cHukKeHue
Pa3HUIIBI MEXIYy IIEHTPAIbHON W TMapaneHTPaTbHON
TOJILIMHON HEWPO3NUTENUsl M, KaK CJEICTBHUE, W3-
meHeHue poduist (penbeda) ceryarku (Tadm. 4); 3)
MOJyYEHHBIE TAHHBIE CJIEAYET YUYUTHIBATh MPH OLICH-
K€ TOJIL[MHBI CETYATKH B3POCIBIX MALMEHTOB C MH-
onuer BBICOKOM creneHu (Talm. 5); 4) BbIABICHHBIC
MOp(hOIOTUYECKUE TMapaMeTphbl LEHTPAIBbHON 30HBI
CeTYaTKW TOJE3HBI ISl TUATHOCTHUKU M3MEHEHHWH U
M3yYeHUs] HOPMAIBHOTO ITOCTHATAJLHOTO Pa3BUTHS
MaKyllbl y JIETe C MHUOIMHEH BBICOKOH CTENeHH; 5)
U3MEHEHUs] OMOIEKTPUYECKON AKTUBHOCTH MaKy-
JSIPHOM 00JIaCTH Pa3IMYHOM CTENEHU BhIPaXKEHHOCTH
BBISIBJICHBI NIPU BPOXKJICHHON OJIM30PYKOCTH Kak MpHU
OTCYTCTBMM M3MEHEHHUI B MaKyJIspHOM 00JIaCTH, TaK
W TP M3MECHEHHUSAX Ha TIIA3HOM JTHE B BHJIE THIIEP-
NUTMEHTUPOBAHHOM MaKyIbl, TUIOX0 AuddepeHnn-
pyeMO# MaKyJIsipHOW 00IAcCTH, AUCTPOPHUUECKUX U3-
MeHeHHi; 6) nokanbHass M-OPI, xapakrepusyromas
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CyMMapHBIl OTBET MakyJIsipHOH obnact, U M¢p-OPT,
oTpakaromasi Tomorpaduio OHOAIEKTPUIECKON aK-
TUBHOCTH CETYAaTKU LEHTPAJIBHBIX OTIEJIOB, MO3BO-
JSIIOT OLIEHUTh PACIPOCTPAHEHHOCTh JIUC(HYHKIMU
LEHTPAJIBLHOM CETYaTKHU U CTENEeHb (DYHKIIMOHATbHBIX
HapyIIEeHUH; 7) CHU)KEHUE 3pUTENbHBIX QYHKIMNA TPU
OCJIO)KHEHHOU BPOXKICHHOH MHUOIHH KOPPEIHUPYET C
YBEJIMYEHUEM €€ CTENEHHU M TSKECTBI0 MaKYJSPHBIX
U3MEHEHUH, CHUKEHHEM 2JIEKTPOreHe3a CEeTYaTky, a
TaKke UHTeHCUBHBIM yBenuuenuem [130 [30].

JUia m3ydeHHst CBA3M OMOMEXaHHMUYECKHUX CBOMCTB
KOPHEOCKJIEpaIbHOM KarcyIbl I71a3a ¢ MOppoMeTprie-
ckuMu ocooenHocTsMu /I3H B cpaBHUTEIEHOM acTiek-
TE€ y JeTei M TIOAPOCTKOB C BHICOKOW MPHOOPETEHHOM
U BPOXKACHHON MHOMHEN MBI IPOBOIMIN KOH(OKAIIb-
HOE€ Jla3epHOe CKaHupoBaHHe Ha [elgenbOeprckom
petuHambHOM ToMorpade [31]. s oueHKH Bs3KO-
AIIACTHYECKUX CBOMCTB KOPHEOCKJIEpPaIbHONU 0007104-
KA WCIIONIb30BAIM  aHATM3aTop OMOMEXaHWYeCKHX
cBoiictB r1aza (ORA, Ocular Response Analyzer, Rei-
hert, USA), ¢ mOMOIIbIO KOTOPOTO OTPEIEISLT KOP-
HeanbHbI rucrepesuc (KI'), dhakTop pe3ncTeHTHOCTH
porosutisl (OPP) u ee nentpansuyto tonmuny (L{TP),
a TaKk)K€ POrOBUYHO-KOMITEHCHPOBAHHOE BHYTPHIIIA3-
Hoe nasneHue (BIJIpk) u BHyTpumiazHoe TaBlieHHE,
cootBerctBytomee BIJ[ mo ['ompamany (BIr).

B kauecTBe NOMONHMUTENBHOIO IOKa3aTels, Kak
ykasbiBatoT HectepoB A.Il. u coaBT., Xapakrepu3syo-
miero OMoMexaHu4eckue CBOicTBa 000JI0UYEK TU1a3a B
1IEJI0M, OTIPEACIISIT KO3 MUITMSHT PUTHIHOCTH TI1a3a
no OpuaeHBaNbIy ¢ TOMOIBI MU hepeHInaIbHONR
ToHOMETpHH [32].

JlokanpHble OMO(PHU3MUYECKUE TTAPAMETPhI CKIIEPHI
OLICHMBAJIM IyTEM U3MEPEHUS €€ aKyCTHUECKOM III0T-
HOCTH B BepXHe-Hapy>KHOM KBaJI[paHTE 3KBaTOpUab-
Hoii 30HBbI (AIIC 2) u B obnactu 3aaHero moiroca
razHoro si6noka (AIIC 1) mo metonuke, pa3paboTan-
HOM pod. @.E. dpunmaHOM U COABT., C TIOMOIIBIO
MHOTO(QYHKIIHOHAJIHOTO YJIBTPa3ByKOBOTO JHArHO-
ctuyeckoro mpudopa VOLUSON 730 Pro ¢upmsr
Kretz ¢ nuHeitHpIM agatyukoM 4actoTsl oT 10 go 16
Mru [33-35].

Tomorpaguueckoe uccieqoBaHUE MOKA3ano, 4To
npu BpokJeHHoW muonuu, koraa J[3H nmeer xocoe
BXOJKJICHHE C HAKJIOHOM B MAakyJSIpHYK 30HY WU
(hopMy TOpPH30OHTAJIBHO-
ro oBajia, COKpallaercs
paccTosiHue MEXIy Kpa-
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Tabnuua 4

TosmuHa 1 00beM HelpPOINUTESUSI MAKYJIbI
Yy NAIHEHTOB € BPO:KAEHHOWH MUONUe

Bpoxnennass| BpoxneHHast [DMMeTponys
MHOIHS Muonusi ¢ | 3-s rpynmna
Ioxkazarens 1-s rpynna | Makynonarueit | (40 rias3)
(72 taza) | 2-s rpymma
(28 az)

CreneHb MOTIUH, ATITP 15,9+0,7 16,6+0,2 -
1130, mm 28,1+0,3 29,3+0,07  22,5+0,05
Vis ¢ koppekuueit 0,65+0,02 0,4+0,04 1,0

Tonmmnua wefiposnurenus 214,6+£14,1% 257,75+10,7* 198,5+6,4*
B IICHTpE QoBea, MKM

Tommuuna HeHpoINUTETUS

B 30HE OT 1 10 3 MM OT

(hoBeoIBbI, MKM

KBa/IPAHTBI:
BEPXHUH 264,8+16,7 292,5£9,5  280,5+8.9
HIDKHUN 261,2+£20,7 279,449,6  277,6£16,8
BHYTPEHHHI 269,3+17,5 288,3+122 274,3%£15,6
BUCOYHBIH 245,8+19,3  259,4+7,5  265,749,3
Cpe/IHee 3HAUCHHE 260,3£18,8 279,9+14,7 274,5+13,4

TommuuHa HelposnuTenus

B 30HE OT 3 ;10 6 MM OT

(hoBeoIBI, MKM

KBa/IPAHTBI:
BEpPXHUI 229,3+£16,8 232,9+10,6 257,8+14,4
HIDKHUN 220,2+19,3 222,3+10,2 232,3+13,7
BHYTPEHHUH 246,9£19,6 2545484 262,5+£11,6
BHUCOYHBIN 244 3+18,1 248,5+12,4 2547494
CpeHee 3HaUCHHE 23524149 239,5+11,7 251,8+10.4
OO0beM HEUPOITUTEITHS 6,9+0,07 7,08+0,06 6,9+0,04

MaKyJIbl, MM>

[MIpumevanwue. * — pa3nuuus nokasareseil 10CTOBEPHBI MEXK-
ny rpynmamvu 1 u3;2u 3 (p <0,01).

qaeB), MepepaclpeesieHne MUIMEHTa B HUKHEHa-
3anpHOM cermeHTe (8,6%cayyaeB). YCTaHOBIEHO,
4TO CpeHss NTyOMHA HKCKaBaLlUU 1OCTOBEPHO BHIIIE
B Cllyyae IpUOOpETEeHHOHN OJIIM30pYKOCTHU 1O CpaBHE-
HUIO C BpOXKAEHHOHU, ipu kotopoit JI3H umeer 6osee
miockyto skckaBammio (0,33 u 0,15 cooTBeTCTBEH-
HO). Kpome Toro, 00beM HelHpopeTHHATIHHOTO TOsICKa
(HPIT) octaeTrcss HeM3MEHHBIM HE3aBUCUMO OT BO3-
pacrta, pedpakuuu, pazmepa [I3H u sBrnsercs Hau-
JYYIIMM apaMeTpoM IS BbIsIBJICHHs aTonoruu. He
BBISIBJICHO JIOCTOBEpPHBIX paznuuuii B o0beme HPII B

Tabnuma 5

TosmuHa ¥ 00beM Helipo3NUTeMsl MAKYJ/Ibl y NALIMEHTOB ¢ BPOKAEHHOI 0JH30PYKOCTBIO IPH pa3-
JIMYHBIX MPOSIBJEHHSIX MUONMYECKOH MaKyJI0NaTHH

em nucka u (oseoson. K

O0COOEGHHOCTSIM  HAKJIOH- Pechpaxiuns| 15 Tonumiia neitpoonurens (M) |OGem reii-
HOI'0 JMCKa B HAIIEM MC- BapuanTsl Muonudeckoi Makynonaruu | (Muomnusi, (MM) B TICHTpE Z S%qu I\(ZTOi 3 3061{; ;Toi p(;a;:;;ggﬂ
CIIEIOBAHMH OTHOCSTCS: ANTp) Qosea | "o comst | oseomst | (ne)
KOCOC BXOXICHHUC CO-  Quarosas XOpHOpETHHAIBHAS ATPO- 13,0 28,3 169 234 203,5 6,11
cynoB (87% ciydaeB),  ¢us (7 maz)

anO(i)I/ISI HpI/IJIG)KaHIeﬁ JlakoBble TpemuHsI (7 m1a3) 15,75 28,6 183 243 209 6,45
XOpHOpeTHHaHBHOP'I TKa- JlakoBbIe TpemMHbBI ¢ MOHETOBUAHBIMUA 17,25 29,1 175 246 221,25 6,38
HU (76% cny4aeB), B-mie-  kpoBomsmmusHmsiMH (3 ri1asa)

pUnanuusIpHas anoq)H;[ Jpy3sl (4 Titaza) 8,5 27,1 251 305,75 277 7,71
(69% cnyqaeB), 3a0HAs  MakynapHeii petunommsuc (2 rmasa) 18,5 29,7 247 257,5 244,25 7,06
cradpuoma (17,4% ciy- _HeoBackymspHbie MeMOpaHbi (5 rias) 9,25 27,9 546 404,25 311,75 9,26
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OcHOBHbIE KIIMHUKO-NIApaMeTPUYeCKHE XaPAKTEePHCTUKH [VIa3 NallMeHTOB
¢ IpuoOpeTeHHOH U BPOKAEHHON MHOIMEl BHICOKOI cTeneHu

TaGnuua 6 (GUIIUEHT PUTUIHOCTHU TyIa3a —

CHMIKCHBI II0 CpPaBHCHUIO C
COOTBCTCTBYIOILIMMH  I1OKa3a-

TENSIMU TJ1a3 C DMMETPOIHUEH;
2) OMoMexaHW4IeCKHe CBOMCTBA
KOPHEOCKJIEpaJIbHOM KamcCyibl

I'pymnma KoHTpOIISL
3-s rpynmna
(38 rma3)

Iprobperennas Bpoxnennas
BBICOKas MUOIMS BBICOKas MUOIMS
[TapameTpsl 1-st rpyrmna 2-s1 rpymia
(74 rnaza) (80 rmmaz)
cpennee (max 1 min)

OKa3bIBAOT BJIMSIHHUC HAa MOP-

Bospacr, et
Pedpaxnust, orp
1130, mm

T1J1, mm

12,5 (01 9,5 no 17)
-9,25 (-6,25-11,25)
26,7+0,75 (25,8-29,2)

11,5 (ot 9 no 17)

KT, MM pT. CT. 10,7+0,6 (8,2-13,4)*  11,2+0,7 (8,0-14,9)*
TP, mxm 539+5,4 (511-631) 545,8+7,5 (507-561)
OPP MM pT. CT. 10,9+0,5 (8,2-14,3)*  11,7+0,3 (8,1-15,2)*
BI'/l, MM pT. CT.

BI'Jlpx 18,6+0,9 (12,2-20,9)  16,8+0,6 (13,1-20,9)
BI'Ir 18,8+1,2 (7,9-20,8) 17,4+0,4 (12,2-20,6)

Meouanwr 3nauenuii napamempos J[3H
2,366 (1,297-3,034)
0,495 (0,178-0,794)

[Tmomans JA3H, mm?
ILnomanps SKCKaBamuu,
MM?

OTHOIICHHE TUIOIIATH
9KCKaBaIMH K IO/ I
JI3H

O6bem HPIT, mM?

Cp. m1yOuHa SKCKaBa-
muu [I3H, mm

O0BEM DKCKaBalMd, MM>
[Hupuna I1ITA, MM
I'my6una IITA, MM

0,336 (0,149-0,687)

0,692 (0,145-0,934)
0,330 (0,41-0,523)

0,094 (0,0021-0,195)
0,489 (0,378-0,925)
0,121 (0,103-0,203)

ATIC, JTu6
AIIC 1 41,0+0,54* (38,5-43,5) 42,5+0,58* (39,0-8,0) 47,6+0,24* (46,0-49,0)
ATIC 2 35,540,33* (33,2-39,0) 37,5+£0,49% (35,0-45,0) 46,0+0,24* (44,0-47,0)

-12,5 (~6,25-26,0)
29,1+1,0 (26,2-32,0)
25,540,32 (23,5-27,0) 26,1+0,43 (24,0-28,5) 24,0+0,28 (22,4-25,7)
E, Meamana snasenmit - 0,0087 (0,0063-0,0152) 0,0117 (0,0098-0,0849) 0,0174 (0,0162-0,0211)

2,583 (1,045-5,136)
0,341 (0,272-0,765)

0,132 (0,075-0,548)
0,432 (0,122-0,840)
0,151 (0,75-0,314)
0,028 (0,0008-0,338)

0,634 (0,313-1,001)
0,248 (0,117-0,298)

(homeTpuUeckue TMapameTpsl
J3H npu BpoxkIeHHON U TIPU-
00peTeHHON MHOIINU y JIEeTEH;
3) ¢dopma u pasmepnr J[3H,
a Takxke nNIyOumHa (¢u3noio-
TUYECKOM HSKCKaBallMd TpHU
BPOKJIEHHOW MHOMHHA HMEIOT
OOJBIIYI0  BapUaOEITHLHOCTb,
yeM TMpd TPUOOPETECHHOM;
4) TONIIUHA POTOBUIIBI SIBJISI-
eTCsi He3aBUCUMBIM (haKTo-
pOM, HE CBSI3aHHBIM C APYTH-
MH TapamMeTpamu TJia3a, U He
oTpakaeT OHMOMEXaHHYECKHE
CBOCTBa KOPHEOCKIEPAITHHOMN
000JI0YKHY TIPU BPOXKJACHHOW U
npUOOpPETEHHON MHUOIINH Y Jie-
TeH; 5) BBICOKast MUOTIUS (CBBI-
me 16,0 quTp), O4eBUIHO, SIB-
JIIETCST 0CO0O0H KIIMHUYECKOM
dbopmoli MUOTIHH, OTIWYAIO-
mieiics mo  O6Mo(pU3NYECKUM
cBoiicTBaM (puOPO3HOH Karicy-
Jiel T1a3a (taodi. 7) [36].

Hamm nabmromeHust corsa-
CYIOTCSl C MHEHHEM ABETHCOBA
9.C. 4 COaBT., YTO C IIO3UIUHA

11 (ot 8,5 no 16,5)
OMMmeTponus
22,3+0,9 (20,1-23,2)

12,740,5 (10,6-13,8)*
553,6+7,1 (510-572)
13,240,6 (9,8-15,4)*

16,5+0,8 (11,1-18,9)
17,0+1,2 (10,9-18,6)

2,060 (1,356-2,973)
0,516 (0,223-1,256)

0,514 (0,239-0,790)
0,374 (0,340-0,930)
0,213 (0,92-0,500)
0,130 (0,87-0,211)

0,365 (0,238-0,721)
0,101 (0,087-0,113)

[MIpumeuanue. *—pasnuaus nokasareneil Mmexxay rpymmami 1 u 3; 2 u 3 nocroBepHsl (p < 0,05).

ra3ax ¢ BpoxaeHHoi (2,89) u npuobperenHoi (3,14)
MHOINUEN IPU HAJTMYUU JIOCTOBEPHOM pa3HULBI B CTE-
neHu Muornu u auHe [130 mexay sTuMu rpynmnamu.
[Tonyuennsie pesynsrarel nsmepenus [I3H no3Bonu-
JI1 HaM BBIIEIUTH 2 TPYIIIbl, BCTPEYABIIUECS TOJIb-
KO MpU BPOXKIEHHOW MMONMH: MUKPOAMCKH C ILIO-
manaeio < 1,419 mm* u makponucku — > 3,248 Mm?,
YTO IO/IPa3yMEBAET HE NATOJIOrMYECKUE U3MEHEHUS,
a BO3MOXKHBIN pa30poc BapuaHToB pa3BuTHs. [Ipose-
JIEHHBIC HcclieqoBaHus mokasanu, 9yto /[3H B mmazax
C BPOXKJICHHON MHUOIHUEH UMeroT 0co0yto popMy Kak
orampMoCKONMUECKH, TaKk M MOpP(OMETpUYECKH,
Oosiee BapuabesbHBI B pa3Mepax, UMEIOT OoJjiee II0-
CKYI0 9KCKaBallMIO U OONBIIYIO [-30HY NEpUIIANmI-
JSIPHON XOPUOPETUHAIBHON arpouu. DTH JTaHHBIE
MIpUBENICHBI B Ta0M. 6 [36].

Onenkn OMOMEXaHMYECKUX IOKa3aresed Kop-
HEOCKJIepaJbHOM Karlcyiabl M CTEPEOMETPUUYECKUX
napamerpoB J[3H mokazanu: 1) npu BpoxIeHHON U
MpUOOPETEHHOW MUOMHH BBICOKOH CTETICHU y AeTel
MoKa3aTenu OMOMEeXaHHYECKUX CBOMCTB KOPHEOCKIIE-
pabHOM KaICyJIbl — aKyCTHYECKasl INIOTHOCTh CKIIEPBI
B 30HE 2KBATOPA U 3a/IHETO MOJIF0CA, KOPHEAIbHbIN I'-
cTepesuc, (PakTop pe3UCTEHTHOCTH POTOBHUIIBI U KOA(-
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Je4yeOHON TAKTHKU OCOOEHHO
BAYKHBIM MPU3HAKOM BPOXKICH-
HOW MUOTIMH SIBJISIETCS IPUCYTCTBHUE MOYTH B KAYKIOM
KIIMHUYECKOM CITydae aMOIMONTNH TOM WIJTH MHOU CTe-
NIeHU BBIPAYKEHHOCTH, BBI3BAHHOM OOJIBIION mOrper-
HOCTBIO pedpakinu, NPEnsITCTBYIOLIEH (OopMUPO-
BAaHUIO YETKOTO M300pa’keHUsI HA CETYATKE C CaMbIX
MIEPBBIX JTHEW KU3HU peOCHKA U yCyTyOIsIoIencs Ha-
JMYMEM 3HAYUTEIHHOTO aCTHTMaTHU3Ma, XapaKTepHO-
ro /i BpoxaeHHoi muonun (40% cmyqaes) [2, 37].
CrnenoBaTenbHO, paHHSS W aJeKBaTHAas KOPPEKIUS
IpU BPOXKICHHONM MHOIUU SIBJSIETCS HENPEMEHHBIM
YCIIOBUEM U OTPENESIONMUM (HaKTOPOM MOBBIIICHUS
3pUTENbHBIX (YHKIHNA, YCTPAaHEHUS M MPO(UIAKTH-
KH ciaboBuaeHUsT M cienotsl. [lpencrasnser mHTE-
pec uccnenosanusi Kusaera A.A. u llanupo E.U. o
paHHEH KOHTAKTHOW KOPPEKIUH, KaK A(PPEeKTHBHOM
CpEe/CTBE MEIMKO-COLMATBHON peaduInTaluy naiu-
€HTOB C BBICOKOU BpokJeHHOM Muonueit [38]. Cpas-
HUTEJIbHBIC JIaHHBIC TIOBBIMICHUSI OCTPOTHI 3PEHUS Y
HAIIUX TAIUEHTOB, KOPPUTUPOBAHHBIX PA3TMYHBIMU
crioco0amy, TOKa3aldH, YTO KOHTAKTHAs KOPPEKIUS
U TIPEUIOKEHHOE HAMH COYETaHHE €€ C OYKOBOH J0-
KOppEKIMel acTUrMarusma, siBisieTcst Hanbonee d¢-
(hDeKTUBHBIM METO/IOM JJISl MALMEHTOB C BPOXKICHHON
muonueit [39].
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TabGunuma 7
OcHOBHbIE KJINHUKO-IIApAMeTPHYeCKHe XapaKTePHUCTHKH
nauueHToB (n = 14) ¢ muonueii Bpime 16,0 xurp
¢ BBICOKHMH 3HAYeHHSIMH PHTHIHOCTH

3HavYeHUs
14,5 (or 12 0o 17)
18,5 (ot -16,0 1o -26,0)
29,5+0,45 (ot 28 10 32)
27,0+0,3 (ot 26,0 1o 28,5)
0,0495 (0,0382-0,0849)

[Tapametp ‘

Bospacrt, ronbt

Pedpaxuus, aorp

1130, MM

TIJ1, MM

Koadpuuument purngaoctu (E),
MeraHa 3HaueHn it

KopHeanbHbIii THCTEPE3HC, MM PT. CT. 8,240,3 (6,9-9,3)

LITP, MkM 542,5+0,5 (531-559)
ATIC, 716
AIICI 40,1+0,65 (38,0-43,0)
ATIC2 37,7+0,55 (35,0-40,0)

Meouanvl 3nauenuti napamempos J[3H
Ilmomane [A3H, mm? 3,432 (2,482-5,136)
Ilomianps SKCKaBaluu, MM? 0,727 (0,389-1,193)
OTHONICHUE TUIOIIA/IA SKCKABALIMH 0,212 (0,142-0,715)
k momaau JI3H
Otnomenue oobema HPII k mutomanu
J3H
MakcumanbHas ITyOnHa SKCKaBaIluH, MM
HIupuna I1I1A, mm
I'my6una IITA, MM

0,245 (0,19-0,33)

0,521 (0,167-1,016)
0,648 (0,303-1,019)
0,269 (0,127-0,318)

[locne HasHayeHMs] aJE€KBaTHOM KOPpPEKLUMH 4Ya-
CTOTa aMOJMOIUU BBICOKOW CTENEHW CHHU3WIACh Ha
65,1% y Bcex o0OclieIOBaHHBIX HAMU TalieHToRB. He-
CMOTpsI Ha HAJIMYKE U3MEHEHUH B LIEHTPAJIbHOUN 30HE
CEeTYaTKH, OYKOBas, a B OOJIbINEH CTENEHN KOHTAKTHAS
KOPPEKLUS I03BOJIAIOT MOBBICUTH OCTPOTY 3pEHMS,
B cpeanem, Ha 0,1 u 0,3, COOTBETCTBEHHO, YTO MO/~
TBEPKJIACT BAKHYIO POJIb OTHOCUTENbHOM aMOInonuu
CpeIy MPUYHMH HEKOPPUTHPYEMOTO CHUKCHHS 3pEHUS
IIPU BPOXKICHHOM MHUONHMH. BO3MOXHO IOBBIIIEHHE
OCTPOTHI 3pEHHS TIPH TEPEXOAE C OYKOBOH KOPpEK-
LMY HA KOHTAKTHYIO, 1a)e B IIOAPOCTKOBOM IIEPHOAE
(B Boszpacte 13 — 14 net u crapuie). HesameHumMbImM
METOZI0M KOPPEKIIMHU SIBIISIOTCA KOHTAKTHBIE JIMH3bI B
cnydae aHuzometponuu cBeie 3,0-4,0 antp. [Tamu-
€HTBl XOPOIIO MEePEHOCIT COYETaHWE Pa3HBIX BHUIIOB
koHTakTHBIX JInH3 (MKJI 1 TMKJI) Ha napHbIx mazax
(tabm. 8) [39].

OCHOBHOE 3THOINATOIEHETUYECKOE 3BEHO JIUC-
Tpouyeckoro mpoiecca Mpu MUOMHMHU COCTABISET
pacTsbkeHue 000JI0YEK 3a/HEro MOoJoca Iasa ¢ Io-
BPEKJICHHUEM HX COCYAHMCTBIX, HEPBHBIX AJIEMEHTOB,
MeMmOpanbl bpyxa. Jlns mojnepskaHust 3aQHETO IO-
Jroca, ocinallIeHusT HampspKeHHs B 00O0JOYKax pas-
paboTaHa METOMKA CKJIEPOIIACTHKY C MIIOMOUpPOBa-
HUEM 3aJIHEro MoJIoca y MAIMeHTOB € pa3iMYHbIMU
(dhopmamu 1 cTagusiMu MUoNM4Yeckux craduiom [40].
Bcem manmenTaM MbI POBOAMIIN OTIEPAIMIO TIO BH-
non3sMeHeHHOMYy crnocoOy CHainepa—Tomricona B
MOIU(UKAIIMU aBTOPOB C TOAIMIUBAHUEM IJIOMOBI U3
napananuusIpHONH 00NacTH JTOHOPCKOW CKJIephl (OT-
JTUJaronieiicss HauboNbIIeH TOJNIIUHONW) C YIPOIIEH-
HOM METOJIMKOH €€ JIOKaJIU3aluy Ha 3aJJHEM I10JIFOCE.
HenocpeacrsenHo nociie onepanuy oTMedaiy yIuio-
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Tabnuma 8

CpaBHUTeJ/IbHbIE Pe3y/IbTaThl Pa3JIMYHbIX METO0B KOPPeKLIUH
Yy NAIHEHTOB € BPO:KAEHHOWH MUONUe

Hexoppurupo- Octpora 3peHust
I M BaHHasl OCTPO- C OIITUMAJILHOH
PYILIbL TR Ta 3peHus mpu | KOppekuwei (Mtm)
MAIUCHTOB|  KOPPEKIUA
TIEPBOM OCMO- | 11py NIEPBOM K KOHILYy CpOKa
Tpe (M=m) 0CMOTpE | HAOIIOAEHHS
1-s1 Coepo- nchpe- 0,09+0,02  0,25+0,05 0,45+0,02
(n=152) po-umnmMHAPH-
YECKHE OYKH
2-51 MKJIT 0,15+0,01  0,35+0,02  0,65+0,04
(n=235)
3-5 MKJT + 0,07+0,02  0,3£0,03  0,7+0,02
(n=20) uwIHHIpPHUYC-
CKHE OYKH
4-5 TMKIJI 0,1+0,02 0,3+0,01 0,6+0,02
(n=25)

menue crapuiomsl o B-ckany, ykopouenue 1130,
YBEJIMYEHHE aKyCTHYECKOM MIOTHOCTH 3aJHEr0 IMo-
JI0Ca CKIIEPHI, MOBBIIIEHUE OCTPOTHI 3peHud. [lomy-
YEeHHBIE PE3YJbTaThl COXPAHSIOTCS B OTJAJICHHOM I1e-
puozae — dyepe3 3 roga Mnocie onepanuu. 3aMeiacHue
U MIpeKpalieHne pocTa cTa(uiIoMbl COMPOBOXKAACTCS
TOPMOKEHHEM JUCTPO(YUUECKOrO IMporecca B MaKy-
ne. Crabunu3zanusi MUONMU B OTJAJIEHHBIE CPOKHU Ha-
omonenus (6—8 net) ormeuena B 90,2% ciydacs, B
OCTaJIbHBIX CIIydasX ONpPEeAessUIOCh CHUKEHUE TeMIla
ee nmporpeccupoBanus B 2,0 pasza 110 CPaBHEHUIO C J0-
onepauoHHbIM. [Ipy ncnoap30BaHUM CKIEPOIIACTH-
KU C TUNIOMOMPOBAaHUEM 33/IHET0 MOII0Ca HU B OJHOM
cily4yae He HaOlIoJanoch OTPULIATENLHOW JTHHAMUKU
B LEHTPAJbHBIX OT/AEJaX IVIAa3HOTO JIHA, a Mporpec-
cUpoBaHUE MepupepUIeCKUX BUTPEXOPUOPETUHAIb-
HeIX quctpoduit ([IBXP/I) 6pu10 06HApYKEHO TOTBKO
B 7,1% ciydaeB. B TO ke BpeMsl Ha IapHOM Iaszy y
OJTHOTO M3 MAIMEHTOB 4yepe3 3 roja Mmocie onepanun
OTMEYEHO MOSIBIEHUE JAKOBBIX TPEIIMH. YIUIOIIEHHE
crapuinomsl u ykopoueHue 1130 mpuBoasT, oueBua-
HO, K 0CJIA0JICHUIO HAPSDKEHUS B 000JI0UKaX 3aHEr0
MOJTIIOCA, YMEHBIIIEHUIO BUTPEOPETUHAIBHBIX TpaK-
IIUH, YIy4YIICHUIO TPO(PHUKHN TKaHEH.

3akJ/oueHue

Takum 00pa3om, pesyabTaThl HAIIUX HCCIIEI0Ba-
HUH, a TaK’Ke MHOTOUYMCIICHHBIC MCCIIEIOBAHUS APY-
I'MX aBTOPOB MO3BOJISIOT CUUTATh BAXKHBIM JUIS IPaK-
TUYECKOHN paboThI chneaytromiee: 1) HeoOXoauMOo Aalib-
Hellee U3y4yeHne TeHeTUYECKUX (PaKTOPOB C LIEIbIO
CO3/1aHUSI MOJICKYJISIPHBIX TEHETHUECKUX TEXHOJIOTUI
JUTSE TIPOTHO3WPOBAHUSI TEUEHUS MHUOMHH W JIeKap-
CTBEHHOM TEpANWM, CHIKAIOIIEW TEMII €€ MTPOTPECCHU-
poBaHust; 2) coueranue ocmotrpa maznoro aua, OCT
u M-OPI" MoxeT crocoOCTBOBAaTh paHHEMY BBISIBIIE-
HUIO U MOHUTOPHUHTY MPOTPECCUPYIOIINX U3MEHEHUN
MaKyJIsIpHO# 001acTu; 3) BBISIBICHHYIO IIPU BPOXKICH-
HOW MHOIUHU 3HAYUTEIHHYIO BapuaOEeTbHOCTh pas-
MEpOB JMICKa 3PUTEIBHOTO HEpBAa, SKCKABAIUU, MX
COOTHOIICHHS HeOOXOMMO UMETh B BUY TIpH 00cIIe-
JIOBAaHUU B3POCIHbBIX MAaLMEHTOB C BBHICOKOM MHOMIHEH
C LIeTbI0 paHHel auddepeHurnanbHON TUarHOCTUKN
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IJ1ayKOMbl; 4) OMOMEeXaHMYeCKHe CBOWMCTBAa KOPHEO-
CKJIEpaJIbHOM KalCyibl OKa3bIBAalOT BIMSIHHUE HA MOP-
dbomerpuueckue napametpsl [I3H npu BpokaeHHON
Y IPUOOPETEHHOM MUOITUH Y JIETEH, 9TO HEOOXOMMO
YUUTBIBATh MIPHU BBIOOpE METOAA XUPYPTUUYECKOTo Je-
YeHHs B ClIydae MPOTrPeCCHpPOBAHUS OIU30PYKOCTH U
KOHTPOJIS €€ TeUeHUs; 5) pa3paboTaHHbIC a/IeKBATHBIC
MOJXO/bI K KOPPEKLIUH MALUEHTOB C BPOXKICHHON MHU-
OIUEH MO3BOJIMIM CHU3UTH YaCTOTY aMOJIMONIUU BbI-
cokoil crenenu Ha 65,1% y Bcex o0Ocie10BaHHbIX; 6)
MOJTy4YeHHbIE HAMU JJaHHBIE CBUJETEILCTBYIOT O Mep-
CHEKTUBHOCTH MPHUMEHEHUS! CKJIEPOPEKOHCTPYKTHB-
HOTO JICYCHHS C IUIOMOMPOBAHUEM 3aHETO IOJIOCa
Ul PO(UITAKTUKN TIPOTPECCHPOBAHUS MHUOIINYE-
CKUX TUCTPO(UI MaKyIsbl, a TaKKe MPU PA3TUUHBIX
dopmax U CTagusIX MHOITMYECKUX CTaQHUIOM.

JoaeBoe yuyactue aBropoB: MapkocsH [TA. — 20%, Tapyrra
E.IL. — 20%, Uomauna E.H. — 20%, ITanteneea O.A. — 10%, Ps-
ouna M.B. — 10%, 3omeaukoBa U.B. — 10%, Kpyxkosa I'B. — 5% ,
®upcosa E.H. — 5%.

®unancupoBanne. GuHaHcUpoBaHNE NCCIIEIOBAHUS U ITyOIH-
KallMK HE OCYIIECTBISIOC.

Kondaukr nHTEpecoB: aBTOPHI 3asBISIOT 00 OTCYTCTBUH KOH-
(IIUKTa HHTEPECOB.
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