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KNMMHUYECKAS 3D DEKTUBHOCTb METO40B XMPYPIMYECKOW PEABUJIUTALIUMN
AETEW C BPOXXAEHHOW SKTOMUEW XPYCTAJIUKA NPU CUHOPOME MAP®AHA
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(UpkyTck)

Paspabomanbl HOBble MEMOGbl ygaAeHUsl CYyOAIOKCUPOBAHHOI'O XPYCMAAUKA U NPOBEgEeHbl UCCAEGOBAHUS UX
KAUHUYeckol a¢pgekmusBnocmu y 16 gemetl ¢ cungpomom Mapgpana. CoxparHeHue KancyAbl XpyCmMAaAuKda,
BOAOKOH UUHHOBOU CBs3KU U nepegHeli ruaAougHol MeMOpatbl CMEKAOBUGHOT'O meAd obecnevuro 6e3onacHoe
npoBegeHue BCex 9manoB onepayuu U BOcCmaHoBAeHue pe¢ppakyuu raa3a. Ommeueno yAyuienue 3pumenbHbIX
u, B MOM qucAe, OUHOKYASDHBIX (PyHKUUU NOCAe onepayuu y BCex NayuenmoB. Bmecme ¢ meM, BblsiBAEHHblE
HapyuieHust GUHOKYASIDHOIO B3auMogelicmBusl, T'AYOUHHOTO U CmMepeoCcKONU4ecKoro 3penusi NpegnoAaraiom
npoBegenue gonoAHUMEAbHbIX PeaOUAUMAYUOHHBIX Meponpusmuu.

KniouyeBbie cnoBa: cuHapom MapgaHa, yaaseHue cyba0KCUPOBAHHOIO XpycTaanka, HOBble MeToAbl

CLINICAL EFFICIENCY OF SURGICAL REHABILITATION METHODS OF CHILDREN
WITH CONGENITAL LENS ECTOPIA IN MARFANE SYNDROME

N.Y. Senchenko
Irkutsk Branch of S. Fyodorov Eye Microsurgery Federal State Institution, Irkutsk

New methods of subluxated lens removal were developed, researches of their clinical efficiency in children with
Marfane syndrome were made. Preservation of lens capsule, Zinn ligament fibers, and anterior hyaloids of vitre-
ous secures safe realization of all operative stages and restoration of ocular refraction. Increase of visual and
binocular functions after surgery was noted in all patients. At the same time revealed disturbances of binocular

interaction, of deep and stereoscopic vision suppose additional rehabilitation procedures.
Key words: Marfane syndrome, subluxated lens removal, new methods

BBEOEHUE

M3BecTHO, 4TO HapylleHUs OpraHa 3peHUs Ipu
cuHpApoMe MapdaHa XxapakKTepu3yIOTCsS B OCHOB-
HOM CMelIlleHHeM XPYCTaAlnKa OTHOCUTEABHO 3PUTEAD-
HOM OCU BCAEACTBUE AMCIIAA3UU €ro CBSI30UHOTO all-
rapara, 4To BeAeT K (hOpMUPOBAHUIO IATOAOTUYECKON
pedpakiuy raasa, 1, Kak CAEACTBUE, K 3HAUUTEALHOMY
U CTOUKOMY CHUKEHUIO 3PUTEABHBIX (DyHKIHH [1, 2].

YuuThiBasi TI>KEABIU UCXO0A 3a00AeBaHUS U MO-
AOAOM BO3pPACT MAIlUEHTOB, Ae4YeHHe BPOKAEHHOM
9KTOIMHU XPyCTaAUKa IIpu cuHApoMe Mapdata umeer
OOABIIIOE MEAVKO-COIIMAABHOE 3HaUeHUe.

Hanboaee appekTUBHBEIM cTOCOOOM KOPPEKIINU
AAQHHOT'O COCTOSIHUS AIBASIETCS XUPYPIUUYECKOe yAaAe-
HUe CyOAIOKCHUPOBAHHOT'O XPYCTaANKa ¥ BOCCTaHOBAE-
HUe pedpaKIuU raa3a ¢ IOMOIIBI0 HHTPAOKYASIPHBIX
ann3 (MOA) [2, 3].

OAHAKO HEeCOBEpPILIEHCTBO MCIOAb3yEeMBIX TEeX-
HOAOTUM XUPYPTrUUYECKOI'o AeUeHUsl, IpeAycMaTpu-
BAIOLINX IIOAHOE UAU YaCTUYHOE UCCeUeHUe KallCyAbL
XPYCTaAMKa U IIePEeAHUX CAOEB CTEKAOBUAHOI'O TeAd
U, COOTBETCTBEHHO, IIpUMEHEHUEe AN UMIIAQHTAIUNA
KecTkux mopered MOA, cnocoGCcTByeT pa3BUTHIO
TSDKEABIX OCAOJKHEHUH, KaK B XOAe OoIlepalluy, Tak u
B OTAQAEHHOM IIOCAEOIIepaliOHHOM IIePHOAe — OT-
CAOMKe ceTyaTKe, KUCTOBUAHOMY MaKyAsIDHOMY OTEKY,
YBEUTY U Ap. [4—8].

Boaee mepcrieKTUBHBIMU TPEACTABASIOTCS SHEP-
reTUYeCcKue CIOCOOLI YAAAEHUS dKTOIIUPOBAHHOTO
XPYCTAAUKa, HAllpaBA€HHbIE HAa COXPAaHEeHNe KallCyAb-
HOTO MellIKa, a, CA€AOBATEALHO, BOAOKOH IIMHHOBOM

CBSI3KU U TIepeAHel THaAOUMAHOY MeMOpaHbl CTEKAO-
BUAHOTIO TeAaa. BMecTe ¢ TeM, mpoBepeHMEe TTOAOOHBIX
omeparuii ¢ TpuMeHeHneM TPAAUIIMOHHOMN TeXHUKY,
0COOEHHO B CAyYasIX 3HAUUTEABHON 9KTOIIUYU XPyCTa-
AUKQ, COIIPSI>KEHO C BBICOKMM PHUCKOM IIOBPEKAEHUS
AAQHHBIX CTPYKTYP B 30HE AUCIIAA3UHU, YTO B KOHEYHOM
UTOTe HUBEAUPYeT HECOMHEHHBIEe AOCTOMHCTBA TAKOTO
MIPUHITUATIA A€UEHUS.

B cBg3u c BbINlIECKa3aHHBIM IEABIO HAIlEeTO UC-
CAEAOBaHUS IBUAACH Pa3paboTKa METOAOB YAAAEHUS
5KTOIIMPOBAHHOI'O XPYCTaAMKa IIPU Pa3AUYHOM CTelle-
HU ero CMellleHus y AeTel ¢ cMHApOoMOM MapdaHa u
OlleHKa UX KAMHUYECKOU 3PPEeKTUBHOCTH.

MATEPWAN N METOAbI

OO0OcAepOBaHBI U IIPOOIIEepUPOBaHbL 16 peTelt (32
rAa3a) ¢ KAMHUYECKU IOATBEP KAEHHBIM CHHAPOMOM
Mapdana B Bo3pacTe oT 5 p0 18 aerT.

AAS OII€HKU 3PUTEABHBIX U, B TOM 4HCAe, OUHO-
KYASIPHBIX (DYHKIIUHN, BCEM HaljeHTaM OBbIAO IIpOBe-
AEHO 00CAepOBaHIE, KOTOPOE BKAIOYAAO CAEAYIOLINEe
MeToABl. OnpepereHre OCTPOTHI 3PEHUS BAQAB IIPO-
BOAUAOCH 6€3 KOPPEKIUH U C KOppeKIuel MOHO- U
OuHOKYAdpHO Ha popontepe ACP-6 «Topcon» ¢ uc-
NIOAB30BaHKEM CMEeHSIOMIMXCS OIITOTUIIOB. XapaKTep
3pEHUS ONIPEAEASIACS C IOMOIIBIO YeTHIPEXTOYEUHOTO
nBeToBOro Ipudopa tuma Yopca (Worth) ¢ paccrossaus
0,5, 1,2, 5meTpoB. MlccaepoBaHMS TAYOMHHOTO 3peHUS
TIPOBOAUAUCH B YCAOBUSIX CBOOOAHOM FalIAOCKOIINY Ha
ounapumeTpe «ABI3-01». AAS OlIeHKY CTEPe03peHus
npumeHnsaau tectsl Aanra [ u II (J. Lang, 1981).
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AAd BBIIBACHUS CTPYKTYPHBIX HAPYLIeHUY OpraHa
3peHus HallieHTaM IIPOBOAMAACH OMOMUKPOCKOIINS
B €CTeCTBEHHBIX YCAOBUSAX U IIPU MEAUKAMEHTO3HOM
muppuase. CTelneHb 9KTOIINM XPYCTaAUKaA OIIPEAECAS-
AQCh B COOTBETCTBHE C KAACCUPUKAIIUEN, IPEANOIKEH-
vou O.B. [IIuroBckux [2].

OKTOIUS XpyCTaAruKa I crenenu orMeueHa Ha 10
raazax (puc. 1). I'lpu s3ToM 3KBaTOp XpyCTarrKa ObIA
BUAEH B 3paukKe TOABKO B YCAOBUSIX MEAUKAMEHTO3-
HOTO MUApHA3a (T.e. Ipu ero AuameTpe 6oaee 5,0 Mm),
BOAOKHA LIMHHOBOM CBA3KU U IIEePEAHIS THAAOUAHAL
MeMOpaHa CTEeKAOBUAHOTO TeAa OLIAM COXPaHEeHHI.
OKronus xpycraruka Il creneHu ycraHoBaeHa Ha 8
rA@3ax, 9KBaTOp XPyCTaAWKa OBLIA BUAEH B 3pauke
0O6BIYHOTO AuaMeTpa (3,5 MM), BOAOKHA ITUHHOBOU
CBSI3KU 3HAUUTEABLHO PACTSIHYTHI, HO He IIOBPEKAEHLI
(puc. 2). Ha 14 raa3ax BeIsIBA€HA HKTOIIUS XPYCTAAUKA
IA crenenu (puc. 3). B aTux caydasgx a3KBaTOp Xpy-
CTAaAUKA OIIPeAEAIACS BOAU3U ONTUUECKOM OCH, HO
He 3aXOAUA 3@ OITHUYECKYIO OCh, IPX 9TOM BOAOKHA
LUUHHOBOU CBSI3KU OBIAU 3HAQUUTEABHO PACTSIHYTHI,
JacTb BOAOKOH pa3pyliieHa, HO IePeAHsIs FTHaAOUAHAS
MeMOpaHa COXpaHeHa.

‘..

neHun.

Puc. 2. OkTonusa xpyctanuka npu cuHgpome Mapdana Il
CTEeneHu.

Puc. 3. OkTonus xpyctanuka npu cungpome Mapdana lll A
CTeneHu.

B 3aBUCHMOCTH OT CTeIleHU SKTONIUU MallueHThI
OBIAU pa3AeAeHbl Ha 3 IpYyIbl. [pynbl pa3sAndaruch
TaK)Xe II0 UCXOAHOM ocTpoTe 3penHusd. [Tokazareau
OCTPOTHI 3PEHUSI AO OTIEPAIIUH Y TAaIfMeHTOB 1-1i rpyI-
bl (C OKTOIIMEN XpyCTaAuKa | creneHn) cocTaBUAU
B cpepeM 0,2 = 0,01 6e3 xkoppekuuu u 0,4 = 0,02 ¢
KOppeKIueu. Y NanyueHToB C 9KTOIIHelN XpycTaaruka I
CTelleHH (2-Ipylla) CpepHNe 3HaueHN ITI0Ka3aTeAeln
ocTpoThel 3peHus 6biAM paBHbI 0,1 = 0,01 6e3 KOppek-
num u 0,2 = 0,02 ¢ koppekiuet. [1pu aToM cpepHue
3HaQUeHUs CTelleHU MUONNUYECKOU pedpaKIuMu UC-
CAepAyeMBIX TAa3 coctaBuam 9,9 = 0,02. ¥V nanueHTOB
3-1 rpynnsl (¢ skronuei xpycraruka IIIA crenenn)
OCTpOTa 3peHust Oblra KpaliHe HU3KOU, ee cpepHUue
3HaueHus ObIAM B mipeaperax 0,05 = 0,01, koppexkius
OTCYTCTBOBAAA.

[MTokazaTreAn OMHOKYASIDHOTO B3aUMOAEUCTBUS,
TAYOUMHHOTO U CTePEOCKONMYECKOTO 3PeHUs y BCeX
NaIMeHTOB OLIAM CHUXKEHBI, IPU 3TOM Hauboaee
cepbe3Hble HapyIlIeHUs BEIIBAEHBL y AeTel 2-1 U 3-U
IPYyIIEL (TabA. 2).

Omnepaliuu IPOBOAUAUCEH ABYMS METOAAMH, OCHOB-
HBIMM Pa3ANYMSMU KOTOPBIX OBIAU TEXHUKA BCKPBITUS
U (PUKCAIMU KAlICYALHOTO MeIlTKa B 3aBUCUMOCTH OT
CTeIlleHU ero cMeuleHus. Y HNalueHTOB ¢ 3KTomuen I
CTeIeHU MEePEeAHIOI0 KallCyAY BCKPBIBAAU METOAOM
HeIIPpePBLIBHOT'O KPYT'OBOT'O KAIICYAOPEKCHUCA, IIPU 3TOM
Kpal KallCyAOpeKCHca U 3paduka IIOCAEAOBATEABHO 3a-
XBaTbIBAAU UPUCPETPAKTOPaMU U (PUKCUPOBAAU €ro
B 00AAQCTH KOpHeOIlleHTe30B [[laTeHT Ha U300peTeHre
Ne 2352303].

Y nmartuenToB ¢ akTonuett [l u [IIA crennenu B iepea-
Hel KallCyAe XpycTaruka popMupoBasu [T-o6pa3HbIi
AOCKYT, KOTOPBIM pa3BOpaunBaAll B CTOPOHY 30HBI
AUCIIAQ3UU IJUHHOBOM CBSI3KHU, YKAAABIBAAU IIOBEPX
PaAyRKU U (PUKCHUPOBAAU CIEIIUAABHBIM IIIBOM K
paaykke u porosulle. [Tocae dakoacnupanuu puk-
CHUPYIOIINH IIIOB YAQASIAU, AOCKYT ITepeAHeN KalCyAbl
3alIPaBASIAU 3@ PAAYIKKY, pa3MelllaAl ero Ha BOAOKHAX
M3MEeHEHHOM ITUHHOBOU CBSI3KU M MMIAQHTUPOBAAUT
UHTPAOKYAIPHYIO AUH3Y [[laTeHT Ha u3oOpeTeHue
Ne 2353340]. B psiae cAydaeB AOCKYT OTCEKAAM BHIIIIE
OCHOBAHUS, B KallCyAe XPYCTaAUKa B OOAACTU JKBa-
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TOpPa BBIIIOAHSIAU HAaCEeUKy, B KOTOPYIO 3alIPaBASIAU
rantTuyeckui sremeHT MOA.

OcHOBHOM 3Tal onepanuu — akoacnupanus —
IIPOBOAMACS B IIAASIIIEM pesKUMe IPU MUHUMaAbLHOM
TIOTOKe uppuranuu. Ha 3akAtouuTeALHOM 3Talle IIpo-
BoAMAAch uMnAanTarus MO ¢ ToMoIIbI0 MHKEKTOPa.
Y perent 1-1 rpynIbl AAST UMIIAQHTALAYA UCIIOAB30BAAN
sractrynyro MOA Acrysof I1Q, y narueHnToB 2-11 1 3-1
rpynnel — 3aactuunyio MOA 3paukoBol huKcanuu
RSP-3 nam Acrysof IQ ¢ poonmtoanHUTEABHOU (pUKCaLen
OIIOPHOTIO SA€MEHTA K PaAy KKe UAU B AUCIIU3UOHHOM
OTBEPCTHUM B KAIICyAe XPYCTAAUKa.

CpoK HaOAIOAEHUS ITOCAE OIlepalliid COCTaBUA OT
2 70 5 aert.

PE3YJIbTATDI

B xoae onepaiiuii ocAOKHEeHUM He oTMedeHo. Bo
BCeX CAydYasdXx B IIpoliecce haKoaclupanuy oTMeye-
HO CTaOUABHOE IIOAOJKeHUe KaIllCyABHOTO MeIlKa U
HaAe)KHOe OAOKMPOBAHUE 30HBI AUCTIAA3UU BOAO-
KOH IMHHOBOM CBSI3KH, YTO IIO3BOAMAO COXPAHUTH
IIEAOCTHOCTB IIUHHOBOM CBSI3KU U M30€e>KaTh BhITIaAL-
HUS CTEKAOBUAHOIO Teaa. Hu B opAHOM cAyuae He II0-
TpeOOBaAOCH paclIMpeHus o6'beMa BMellaTeAbCTBA.
OcAOXKHeHUM Ipu UMIAaHTauum u pukcanum MOA
He OTMeueHO. B oTpaAeHHOM MOoCAeOoneparoHHOM
nepuope B 45,5 % caydasgx BBIIBA€H (puOpPO3 3apHeN
KaIICYABI XPYCTAAUKA, UTO IOTPeOOBAAO IIPOBEACHUE

AazepHOU pucnusuu. OAHAKO CAEAYET IOAUEPKHYTh,
YTO BBEICOKAsI AOASI PUOPO3HBIX M3MEeHEHUMN KAIICYAbI
XpyCTaruKa 0OyCAOBA€HA aKTUBHBIMU IIpOAUepa-
TUBHBIMU IIPOIleCCaMy, XapaKTePHLIMU AASI AETCKOT'O
BO3PAaCTa, ¥ He OTAUYAETCSI OT CpeAHeCTaTUCTUIe-
CKUX AQHHBIX [1]. APDYTHX OCAOKHEHUM, TAaKUX, KaK
OTCAOMKA CEeTYATKH, KUCTOBUAHBLIA MAKyASIPHBII
OTEK, U T.A. He BEISIBACHO.

I[lpn nccrep0OBaHUU 3PUTEABHBIX MDYHKOUU
YCTAHOBAEHO, YTO IIOCAE OIIePaTUBHOI'O A€UeHUS
IIOKA3aTeAr OCTPOTHL 3PEHUS YAYULIMAUCE y Iallu-
€HTOB BCeX UCCAeAyeMBIX rpynn (Taba. 1). Baxxuo
OTMETUTD, YTO HaUOOAee BBICOKUX CPEAHUX 3HAUeHUN
IIOKa3aTeAM OCTPOTHL 3PEHUSI AOCTHUTAU Y ITAIIEHTOB
1-11 rpynIEL, Y KOTOPBIX AO OIlePaljiuy BEIIBA€HO MU-
HHUMaABHOE CMellleHue XPYCTaAuKa, Y AeTel 2-11 1 3-1
IrPyIIBL, ¢ 00A€e BEIPA’KEHHOM UCXOAHOM 3KTONHEN,
(PYHKIIMOHAABHBIE PE3YABTATh OBIAW 3aMEeTHO HUKE.

CnocoOHOCTE K OMHOKYASIPHOMY B3aMMOAEH-
CTBUIO B YCAOBHUSIX CTAHAQPTHOI'O UCCAEAOBAHUS (C
paccrosiaud 5,0 M) BeigBAeHa y 31,25 % peTel (A0 ole-
paimum 3TOT IToKa3aTeAb ObIA paBeH 18,75 %). Kpome
TOTrO, B 52,6 % CAy4aeB OTMEUYEeHO yBeAWYeHUe pac-
CTOSTHUS, C KOTOPOTO (DUKCUPOBAACST OMHOKYASIPHBIN
xapakTep 3peHus. OAHAKO YUCAO IAIJUEHTOB C Ha-
AUUMEeM TAYOUHEI BOCIPUSTHS 3pUTEALHLIX 00Pa3oB
U CIIOCOOHOCTHU K CTEPEOBOCIPUATUIO CYLLIECTBEHHO
He U3MEeHHMAOCH BO BCeX Ipynmnax (Tada. 2).

Ta6bnuuya 1

HN3meHeHune nokasaTeneri 3puTesibHbIX PyHKUMIA Y NauneHToB ¢ cuHapomom MapdgaHa A0 u nocse xuMpypruyeckoro
neyeHusi (M £ m)

Uccneayembie rpynnbl [o onepauumn Mocne onepauumn
0,6 + 0,04
1-5 rpynna 0,2 +0,01 (0 < 0,001)
0,3 £ 0,02
2-a rpynna 0,1+0,01 (p < 0,001)
0,1+0,02
3-a rpynna 0,05 + 0,01 (0 < 0,001)

Tabaunya 2

CocTossHUSI GUHOKYJISIPHOM 3PUTEJIbHOM CUCTEeMbI y NauUeHToB ¢ cuHapomMmomM MapdgaHa Ao v nocne xupypru4eckoro
nedenuns (%)

1-A rpynna 2-a rpynna 3-a rpynna
MeToabl nccnegoBaHus nocne nocne nocne
A0 onepauuu onepaunn Ao onepauuu onepaLw Ao onepauuu onepaLmn
BuHokynsipHoe B3anmogencTeme
fo0,5m - - - - 714 57,1
cim 20,0 - 25,0 25,0 28,6 14,3
c2m 20,0 20,0 75,0 50,0 - 28,6
c5m 60,0 80,0 - 25,0 - -
OdbdpekT rmnybuHbl  3pUTENBHOIO
BOCNPUATUS B yCnoBusax 60,0 80,0 25,0 25,0 - -
BuHapumeTpum
CnocobHocTb Kk
CTepeoBOCNpUATHIO MO JlaHry
200" 60,0 60,0 50,0 50,0 - 14,3
400" 20,0 20,0 - - - -
600" - - - - - -
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SAKJTIOMEHUE

Ha ocHOBaHUM BHIIIECKA3aHHOT'O MOJKHO CAEAATH
BBIBOA, UTO IIPEAAOKEHHBIE METOABI YAAAECHUS CYOAIOK-
CHPOBAHHOTO XPYCTAaAUKA Y MAIJMEeHTOB C CHHAPOMOM
Mapdana obecneunBaioT 3pPeKTUBHOE BOCCTAHOB-
AeHMe pedpakIuy raa3a W, TeM CaMbIM, TOBBIIIAOT
pas3pelaroyo ClIOCOOHOCTb 3pPUTEABHOM CUCTEMHI.

TeM He MeHee, HeCMOTPSI Ha TIOAOSKUTEABHBIE (DYHK-
[IMOHAABHBIE PE3YALTATEl XUPYPTUUECKOTO ACUEHUS,
y OOABIIMHCTBA MAIMeHTOB ¢ CHHAPOMOM Mapdana
COXPAHAIOTCS TAyOOKMe HapyllleHus IIpoleccoB Ou-
HOKYASIDHOT'O CUHTe3a U BhIpasKeHHbIe AeDeKThI IIPO-
CTPAHCTBEHHOTI'O 3PEHUS, YTO OOYCAOBAMBAET HEOOXO-
AUMOCTE Pa3pabOTKH U MPOBEAEHUS AOTIOAHUTEABHBIX
pPeabUANTAIIMOHHBIX MEPONPUATHH, HallPpaBACHHBIX
Ha pa3BUTHE, IIPEKAE BCEro, CUCTEMbBI OMHOKYASIPHOIO
3peHus y NarueHTOB AQHHOY KaTeTOPUH.
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