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AKTYAJIbHOCTb

Cpenu Bcex HACIEACTBEHHBIX 3a00JIeBaHUW COCAMHHUTEIBHOW TKaHU
HauOONBIINI WHTEpEC IS TeINaTPOB U Bpauel oOIIe MpaKkTUKH Mpes-
cTaBisieT cuHApoM Mapdana, Tak Kak MPOJOIKUTENIBHOCTD )KU3HU ITUX
0onpHBIX orpannueHa 3040 romamu [3, 4] U y OAHOTO MAIIMEHTA MOXKET
OBITH CTOJIBKO MPOOJIEM CO 370POBHEM, CKOJIBKO CIEIUATHCTOB B IOJIU-
kinHuKe. [lockonbKy 3a00iieBaHHe MMEET 3aBEIOMO CEPhE3HBII MPOTHO3
IUISL )KU3HU W TPYHOCIOCOOHOCTH TAlMEeHTOB, YCTaHOBJIEHHE JHArHO3a
HaKJIaIpIBacT 0COOYI0 OTBETCTBEHHOCTHh HA Bpada IMPU MEPBOH BCTpEUe
¢ OOJBHBIM.

CnoXHOCTh TMArHOCTUKU cuHapoMa Mapdana (CM), ocraercs akTy-
aJbHON TpoOIEeMOl KIMHUYEeCKOW MenumuHbl. Kaxmplii Bpad, KOTOpBIi
B CBOEH MpaKTHKe UMeI J1eN0 ¢ 00apHBIMH CM, CTaKUBaeTCs C TPYIHOCTS-
MU B YCTaHOBJICHUH IPABIIBHOTO KIMHUYECKOTO JUArHO03a, YTO HEPEIKO
MPUBOIUT K HA3HAYCHHUIO HEAJCKBATHOTO JieueHus [2, 5].

JlanHOeE 3a00s1eBaHKe C 2y TOCOMHO-JOMUHAHTHBIM TUIIOM HACJIEIOBaHUS
OTHOCHTCS K TPYTINe HACIEICTBEHHbBIX (PUOPUIMHONATHI — HACIIEICTBEH-
HOH TIaTOJIOTHH COCTUHUTEIBHON TKAHU C M3MEHEHUSIMHU CKEJIeTa, OpPTaHOB
3pEHUS U CEPICYHO-COCYIUCTON cucTeMsl [9].

B ocHoBe CM J5iexUT HaKOIUIEHUE (PaKIMKU PAaCTBOPUMOTO (HE3peIo-
T0) KOJUTareHa C €0 PaciaoM Ha MEeTaDOJIHTHI, COJepIKaIINe OKCUTIPOJIVH,
a Takxe MyTarus B rene puopuummaa-1 (fibrillin-1-FBN1). ®ubpummma —
9TO TIIMKOIPOTENI, OCHOBA DJIACTUIHBIX BOJIOKOH COCTUHUTEIBHON TKaHM.
OH HaxomUTCS B MEXKIETOYHOM MATpPUKCE, XpsIIaX, CTEHKAX COCY/IOB,
xpycramuke U T.7. OOHapyXeHO MHOTO Pa3iu4HbIX MyTaruil FBNI, 4to
OOBSICHSIET 3HAYUTENBHBIN KIMHUYECKUH TOIMMOpQu3M 3a00iIeBaHusl.
Bonee 15% ciygaeB — cieacTBre HOBBIX MyTaIlid. ATHTTUYHBIE (OPMBI
CM moryT ObITh BbI3BaHBI MyTallMsIMK B JPYTUX TeHaX, HAIIPUMED B TCHE,
KoTOphIN KoaupyeT perientop 1l Tuma x Tpanchopmupytomemy Qaxkropy
pocra-f [4, 12].

Jns CM xapakTepHa BapraOeIbHOCTh PEHOTHITHICCKHUX MTPOSBICHUN —
CEPICUHO-COCYIUCTBIX, TNIa3HBIX, MBIIIIEYHO-CKEJICTHBIX U MOPAXKCHUI 1ICH-
TpaJIbHOM HepBHOM cucteMsl [11].

OpmHUM U3 KIMHUYECKHX TposiBiicHHH CM SBIISIETCS XapaKTepHas 1maTo-
norust oprana 3peans. CoriacHO TaHHBIM JINTEPaTypPhl, TIOPAKEHUE OpraHa
3peHus y Takux 0oibHBIX Habmromaercs B 50-80 % ciydaeB, HEpEIKO SBIS-
SCh OHVM W3 PaHHUX NPHU3HAKOB 3a0oneBanus [6]. K panHrM npr3Hakam
CM oTHOCAT IMOPHUOTOKCOH, THIIOTIIIA3HIO PalyKKH, 0COOEHHO €€ MUTMEHT-
HOM Kaiimel [4, 9]. B nanpHeleM mpoucxoauT IeCTPYKLHSI CTEKJIOBUIHOTO
TeNa, pa3pylIeHHe BOJIOKOH PECHUYHOTO TIOSICKA W, KaK CJIEACTBUE, SKTOIHUS
xpycranuka. OdTanbMoIornieckrie IposiBICHUS TUArHOCTUPYIOT MPaKTH-
Yeckd y Bcex O6ombpHBIX CM, He3aBuCHMO OT uX Bo3pacta [3, 10]. Onnako
JIO CHIX TIOp HET eTUHOTO MHEHHUSI O)TaTbMOJIOTOB O CPOKaX TOSBICHUS KOH-
KPETHOTO N3MEHEHHS CO CTOPOHEI OpraHa 3peHus y 60ibHbIX ¢ CM.

OYyHKIMOHAIEHOE HECOOTBETCTBUE MHOTHX CHCTEM, Pa3BUTHE HECOBME-
CTHUMBIX C JKM3HBIO OCIIOKHEHHH SIBJIICTCS OCHOBOH I M3YYEHHUS STOrO
3a00JICBaHMS BpadyaMH Pa3JInYHbIX CHEIHATLHOCTEH. 3a00JieBaHUE MPOsB-
JISIETCS yoKE B JICTCKOM BO3pAacTe, a OONBIIMHCTBO MAIIEHTOB COCTABISIOT
JIIOIA MOJIOAOTO Bo3pacTa. YacTo 00ie3Hh MPUBOIUT K paHHEH MHBaJMII-
HOCTH M CMEepTHOCTH [3, 6, 10, 11].
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LLENTb NCCNNEOOBAHUA

[enpro MaHHOTO WCCIEOBAHUS SBHJIOCH U3yUCHHE
0COOCHHOCTEH KIMHWYECKUX NPOSBICHUN W OICHKA
pE3YJIBTAaTOB XUPYPruU€CKOro JE€YECHU JIIOKCALIUU XPY-
CTaJIMKa y JIeTel ¢ cuHIpoMoM Mapdana.

MATEPUAJ1 U METOAbl UCCNIEAOBAHUA

PeTpocniekTUBHBIN aHAIM3 MaTepuaia MPOBOJIUIICA
B iepuoz ¢ 2008 mo 2012 rona B rra3zHoi kiuHuke Tar-
KeHTcKoro lleamarpuieckoro MeIUIIMHCKOTO WHCTUTYTA.
Bcero 6buto nmpoananusupoBano 1056 aMOyaaTopHBIX
KapT ¥ UCTOPHI1 O0IE3HN MAIUEHTOB C 3a00JIeBAHUSIMHA
1a3 (MUOMHS, JIFOKCAIMS XPYCTAIINKA).

Bcem gersMm ObuUlO TIpPOBENEHO CTaHAAPTHOE
odranpmonorndeckoe oodcienopanue. C MEIb0 ITH-
OJIOTUYECKON TUArHOCTHKH OBUIM  HCIOJIb30BaHBI
TeHeTHYeCKHe METOAbl HccienoBaHua mnpu Pecry-
ONMMKAaHCKOM CKpHHHHT-TIeHTpe. Jlnarnosz Bepu¢wu-
[UPOBAJIA C MOMOIIbIO KIMHUYCCKUX U UHCTPYMEH-
TalbHBIX (peHTreHorpadus OMOPHO-IBUTATEIHLHOTO
ammapara, yIBTPa3ByKOBOE HCCIIEOBaHHE Cep/Ia)
METOJIOB C IPHUBJICYCHIEM OTOJIAPHUHTOJIOTA, HEBPOTIa-
TOJIOTA, KapAHOJIOra U TPaBMaToJIora.

PE3Y/NIbTATbl NCCNIEQOBAHUS

CornacHo MONy9eHHBIM JaHHBIM PETPOCIIEKTHBHO-
ro aHajgu3a aMOyJIaTOPHBIX KapT M HUCTOPUi OOJIEe3HHU,
HamMH OBLJIO yCTaHOBJEHO, 4To y 2,5% (26 mamnueH-
TOB) OBUI BBICTABICH JMar€Ho3 cuHApoM Mapdana
(CM). Bo3spacrt gereii coctaBun 6,37+2,14 ner. Cpe-
1mn neteit ¢ CM npeobnaganyd MaJlbuuKe, 9TO COCTaBH-
1m0 61,5% (16 neteit), Torga Kak JEBOYKH COCTaBUIH
38,5% (10 nereit).

[Ipu aHTpOMOMETPUYECKOM OOCIICAOBAaHUH Y BCEX
oOHapyXeHbl 3HAYUTENFHBIE AHTPOIIOMETPHUYCCKIE
W3MEHEHWS: COOTHOIIeHNe KucTh/poct 12+0,9 %, pac-
CTOSIHME OT JI0OKa 70 Tojia OOJbIe MOJIOBUHBI POCTa
B cpenneM Ha 4,9+0,1 cM, OorpaHUYCHHOE pa3rubaHue
JIOKTEBBIX CYCTaBOB, apaxHOMAKTHUIIMS, TOTHYECKOE
He00, MOJOKUTEIbHBIM TECT OOJBIIOro Majblia, I10JI0-
KHUTETBHBIN TeCT 3arsicTha. Y 19 OONBbHBIX pazmax pyK
ObLT GoMbIIe pocTa Ha 5 CM, COOTHOILIEHHUE CTOMA/POCT
17,5+0,5 %, nouna ykazatenbHoro naisna 11+0,7 cm,
nedopmaryisi TpyIHON KIETKH.

OTMmedeHbl Tak)Ke HW3MEHEHHWS W CO CTOPOHBI
CEPIICYHO-COCYIUCTON CUCTEMBI: PACIIUPECHUE TPAHMII
OTHOCHUTEJIbHON CEpJIEYHOM TYIOCTH, CUCTOJUYECKHUI
IIyM Ha BEPXYIIKE W B 5-U TOUYKe, MPUIIYIICHHE TO-
HOB Cep/Iia, CKIIOHHOCTh K apTepHabHON THIIOTOHHUH,
mmeHenuss Ha OKI. Ilpu 3TOoM y GonmbmIMHCTBA Ta-
[IUCHTOB HAONIOJQJIM HAJIMYKME KapJHaJITUH, OIBIIIKH,
MOSIBIICHUE OBICTPOM YTOMIIIEMOCTH MPHU (PUIUIECCKUX
Harpy3kax. Kapamosnorudeckoe uccienoBaHue 1mo3Bo-
JWJIO BBISIBUTH HEJOCTATOYHOCTHh AOPTAIBHOTO KIla-

naHa y 10 0oibHBIX, MpoIabUpPOBaHHE MUTPAIBEHOTO
KJIallaHa — y 6, pacIIupeHue aopThl — y 5, IPU3HAKU
peryprutaiun — y 3 mamuento. C BO3pacToM yka-
3aHHBIC WU3MEHEHUSI WMENU TEHIEHIMIO K MPOTPEeCcCH-
POBaHHUIO.

[lopaxeHune opraHa 3peHUsT PETUCTPUPOBAIH y BCEX
0O0MBHBIX ¢ muarHoctupoBaHHBEIM CM. OHO TPOSBIISI-
JIOCh B OOJIBIIMHCTBE CIy4acB HAJTUYHMEM JIIOKCAIIUU
xpyctanuka (12 OonbHBIX, 46,2%) U OCIOKHEHHON
katapakTbl (6 OompHBIX, 23,1%), KOTOpbIE MpH MpPO-
TPECCUPOBAaHUH OCIOXHSIINCH BTOPUYHOM TIIAyKOMOW
(8 6ompHBIX, 30,8 %), MuOTIHIElH 1 KOcoTIasueM (6 00Ib-
HBIX, 26,9%). CyxocTp Ina3, BbI3BaHHAs MaTOJOTHEH
BOJHOTO ¥ MYLIHHOBOT'O CJIOSI CJIE3HOM MJICHKH, 00OHapy-
JKeHa y 25 u3 26 MalueHToB.

Bromukpockomnus mokaszana, 4To ABYCTOPOHHSIS JTIOK-
canus MPOo3pavHoro Xpycranuka nmenach y 9 (34,62 %)
OONBHBIX, TpHYeM Y 7 (26,92 %) 13 HUX XpYyCTaINK OBLT
MOATSAHYT KBepxy, a B 2 (7,69 %) ciydasx — B CTOpO-
Hy. [Ipu 5TOM y GONBITMHCTBA MAIMEHTOB HAOIONAIACh
HECOCTOSITEJIBHOCTh HY)KHEN 4acTH LIMHHOBOM CBSI3KH,
KOTOpasi ObUTa pacTsAHyTa, UMella OaxpoMmuarble Kpas
¢ MHOTo4MciIeHHbIMU pa3pbiBamu. Ha 5 (19,23 %) ma-
3aX XPYCTaJUK ObUI JIOKCHPOBaH B MEPEIHIOID Kame-
py, Ha 3 (11,54%) — B 3amHIOI0. Y OXHOTO OOJHHOTO
(3,85%) xpycramuk ObUT PACIIONIOKEH B TOPU30HTAIb-
HOM TIOJIOKEHHUH B 00JIACTH 3payKa v MOCTOSTHHO (PI10TH-
poBan Mexay kamepamu raza. B 3 ciayuasx (11,54 %)
HaOMIOIATACh OMHOCTOPOHHSIS JIFOKCANUS XPyCTalUKa.
CyOmrokcanust XpycTaanka Oblla JHarHOCTHPOBaHA
y 5 (19,23 %) marnueHToB W HOCHIA OJXHOCTOPOHHUI
XapaxTep.

Karapakra pa3Hoii cTeneny BEIpa)KeHHOCTH Ha (hoHe
JIIOKCALlMU XpyCTajiiKa Oblia BbIsiBICHA Ha 7 (26,92 %)
Ia3aX W XapaKTepHU30Balach NMOMYTHEHHSIMH 3aJHUX
KOPTUKANBHBIX U CYOKOPTHKAIBHBIX CIIOEB XPYyCTalH-
ka. [Ipu 3ToM ocTpoTa 3peHus Oblia 3aMETHO CHIKEHA,
cocrabirsisa 0,04—0,07.

JBoe OompHBIX (3 TMaza; 11,54 %) panee ObutH mOI-
BEPrHYTHl XHUPYPrUYECKOMY JICUCHHIO, B CBSI3U C YeM
y HUX HaOdrofany adakuio (MHTPaOKYJspHas KOppeK-
LSl HE TPOU3BOMIIACE).

Y omuoro 6ompHOTO (3,85%) Habmomanmu BBIpa-
KEHHYIO0 TPYOyIO JECTPYKIHIO CTEKJIOBHIHOTO Tena.
[Ipouecc HOCUI OIHOCTOPOHHUI XapakTep U COMPOBO-
JKAaJcsd 3HAYUTEIbHBIM CHHUYKEHHEM OCTPOTHI 3PEHHS
(mo 0,09).

PedpakxTomerpus mokazana HaTHIue MAOITHH BBICO-
koii crerenu Ha 3 (11,54 %) mazax c Jrokcaruei xpy-
CTaJIMKa B 33JJHIOI0 KaMepy U CJI0KHOTO MHOITUYECKOTO
acturmaruzma Ha ogHoM (3,85 %). [1pu 3ToM XapakTep-
HBIX TSI MHOTIMM M3MEHEHUWH IJ1a3HOTO JTHA HE OBLIO
BBISIBIICHO, YTO YKa3bIBAJI0 HA «XPYCTAJIHKOBBIA» Xa-
paxTep mporiecca.
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Y opnoro 6ombHOTO (3,85%) ObLIA AUATHOCTUPO-
BaHA TUIEPMETPONHs BBICOKOW CTEIeHW C HaJIW4H-
€M CIOXXHOTO THIEPMETPONHMYECKOT0 acTUTMaTH3Ma.
OdranbMOCKOIHS IPHU 3TOM TI0Ka3ajia HaIndnue Xapak-
TEpHBIX JJIs1 TUIEPMETPOIINU U3MEHEHHUI CO CTOPOHBI
I1a3HOTO JIHA.

[lo pe3ympraramMm TOHOMETpHH TIO MaKIakoBy
y 8 6ompHBIX (30,8%) OBLT yCTaHOBJIEH TUArHO3 BTO-
PUYHON IaykoMbl. TepMUHaIBHASI CTajus BTOPUYHON
I1ayKoMbl HaOmoganacs B 12,5 % ciyuasx.

[Ipu yneTpa3ByKOBOM HCCIIEOBAHUH Y JAETEH C BTO-
PUYHOM TITayKOMOil Obla BBISIBIIEHA CIEIYIOMIAs 1MaTo-
JIOTHSI: IECTPYKLHUsA cTekmoBuanoro Tena (87,5 %), or-
CJI0MKa 3aJHel ruanouaHoi MeMOpaHbI CTEKJIOBUIHOTO
tena (25%). [Ipn aHanm3e aHaMHECTUYECKHUX JTaHHBIX
1 00BEKTHBHOM OCMOTpE OBIJIO YCTaHOBIICHO, YTO MPH-
YUHAMU Pa3BUTHS BTOPUIHON IIAyKOMEBI y nereii ¢ CM
B MEPBYIO OUEpEeb SBSUINCH ONMCAHHBIE BBIIIE aHATO-
MUYECKHE U3MEHEHUS.

Y 7 GonbHbIX (26,92%) OBUIO AMArHOCTHPOBAHO
pacxopsieecs: KOCOras3ue, KOTOpoe, YIUTHIBas Hallu-
Yre aHU30METPOITNH, UMEJI0 BTOPUYHBIN XapaKTep.

JlanHbie 0()TaNbMOCKONUHK TOKA3aJId HaJIHYUE TH-
MOIUTa3uU TUcKa 3puTenbHoro Hepsa (J3H) u makyssl
y 3 OonbubIX (11,54 %), a Takke 4acTHUHOH aTpodun
JA3H — vy 2 (7,69 %). Kpome TOTO, ¥ 3TOTO KOHTHHTEH-
Ta OOJNBHBIX MPEBATUPOBAIN U3MEHEHHS CO CTOPOHBI
CEepAEYHO-COCYUCTON CUCTEMBI.

BMmecte ¢ TeM B XOz€ HalMX MCCIEIOBAHHUNA OBLIO
BEISIBIICHO, YTO y 7 TanuenToB (26,92 %) uzMeHeHHs
opraHa 3peHHUs SBIINCH €AMHCTBEHHBIM KIMHUYECKIM
npusHakoM CM.

U3 26 mereit ¢ CM y 13 Obutn TpoBeACHBI Omepa-
TUBHBIE BMEIIATENILCTBA: JIEHCOAKTOMUST — y 13, Oa-
3aJIbHAsI UPUAPKTOMUS — y 11 ¥ yacThyHAsT BUTPUIK-
TOMHS — Yy 9 TaIeHTOB.

Henocrarkom TpaHCUMIHApHOW JIEHCOKTOMHH CY-
OJIOKCHPOBAHHBIX XPYCTAIMKOB SIBJISIETCS TO, YTO MPH
MOJX0JIe K XPYCTAIHUKY 4Yepe3 IUIOCKYI0 YacTh IHIIU-
apHOTO TeJa BCKPBIBACTCS TMEpenHss MOTPaHuIHAS
MeMOpaHa CTEKJIOBHJIHOTO TeJjla M KallCylsIpHasl CyMKa
CO CTOpOHBI 3ajJHel Karcynsl. [Ipu 3TOM B mpouecce
yAaJleHusl XpyCcTalllKa 4acTh €ro mMacc uepes aedext
3aJTHEH Karcymabl U epegHel MorpaHnIHO MeMOpPaHbI
MOTIaIaeT B MOJIOCTh CTEKJIOBHUAHOTO Tela, YTO MPHUBO-
IUT K HeoOxomumocTu yBenuuuth B 10—40% cinyuyaes
00beM Mpon3BOANMOI BUTpIKTOMUH [1, 7].

[lomamanme XpyCTaIMKOBBIX MacC B CTEKIIOBHIHOE
TEJO BO BpEMs ONEpalud, OTMEUEHHOE Pa3IUIHBIMHU
apropamu [1, 7], B 1,4-11,3% ciy4aeB sBisieTcs my-
CKOBBIM MOMEHTOM pa3BUTHA (UOPOILUIACTHYECKUX
MPOLIECCOB B CTEKJIOBUJHOM TeENE€, YTO BIOCIEICTBUU
CTAHOBHUTCS TPUYMHOW Pa3BUTHSA TPAKIMOHHON OT-
cnoiiku ceryatku. [IomBITKKM Xupypra yaajluTh IO-

MAaBIINE B CTEKJIOBHIHOE TEJO XPYCTAIUKOBBIE MACCHI
TaKXKe [IPUBOIST K HEONPABJAHHO YBEJINYEHHOMY 00b-
€My BUTPIKTOMUU U JUTUTSTLHOCTH oreparuu [7], 4ro,
10 HAIlIUM JIaHHBIM, IPUBOAMT K PA3BUTHUIO OTEKA POToO-
BuLbl B 7,7 % ciyyaes, u B 4,1 % — k popMupoBaHuio
9HI0TEJINANBHO-3UTENHATIBHON IUCTPO(HUN POTOBHUIIBI
B MTOCJICOTIEPAIIIOHHOM TIEPHOJIE.

ToranpHast 1100 cyOTOTaNbHAS BUTPIKTOMHS 3HA-
YUTEIHHO NOBBIIAET PUCK PA3BUTHS OTCIIOMKY ceTyar-
Kk y OonbHBIX ¢ CM, H3HAYaIbHO MPEIpacOIOKEH-
HBIX K Pa3BUTHIO PErMaTOr€HHON OTCJIOWKHM CETYaTKH
[8]. B menom, mo naHHBIM JUTEpaTYpHI [7], pasBuTHE
OTCJIOWKM CEeTYaTKW TMOcle yaaleHHs CyOIIOKCHpo-
BaHHBIX XpyCTaJHWKOB Obu1o oTmedeno B 1,8-33,3%
CJIy4aeB, B HAIMX K€ HAOIIOAEHHUIX 3TOT IPOLEHT CO-
crasui 7,7 %.

Hocrtarouno uacto (11,5%) umeno mecto mo-
BpeXACHHE PaayXKH BO BpeMs omnepauuu (3 pebeH-
ka). [lo HameMy MHEHHIO, OOBICHSIETCS 3TO TEM, UTO
[P CyOIIOKCAlMK XPyCTalIMKa OAMH €ro IOJIOC SIB-
JIAeTCS BUAUMBIM B 00JIaCTH 3payka, B TO BpeMs Kak
IPOTUBOTIONOXKHBIA, B 30HE HAWMOONBIIErO CMelle-
HUs, KaK IPaBHIO KBEPXY, IPUKPHIT CIIEPEIH PalyK-
HOU oOomoukoii. Jlaxke MakCUMalbHOE PaCIIMpPEHHE
3pauka npu cmemeHusx xpycranuka [I-III crenenu
HE JaeT BO3MOXKHOCTH YBHJETH IOJIOC XpyCTalnKa
B 30HE MaKcHUMajJbHOTo ero cmemenus. bonee toro,
npu CM uacrto HabmoAaeTcst pUriJHOCTh 3padka, 00-
YCJIOBJICHHASI BPOXKACHHOU CTPYKTYPHON aHOMaluei
pPamgy’X KH, 4TO HE II03BOJIAET JOCTUYb MAKCUMAJIbHO-
ro MuUJpHuasa. YiajeHue 4acTh XpycTajduka, Haxomds-
mierocst MoJ paayX Koi, IPOU3BOAMUTCS «BCIEMYIO»,
YTO OCOOCHHO HEYHOOHO, T.K. BMEIIATEIbCTBO TakK-
e OOBIYHO BBIOJHAETCA cBepXy. [loMecTuTs HaKo-
HEYHUK BUTPEOTOMA B HIDKHUE MEPUINAHBI MEIIAI0T
KOCTHBIE CTEHKH OPOMTHI, YTO TOAUYECPKUBAIOT TAKKE
U Ipyrue aBTopHI [8].

[loBpexxneHne pamy>kKKu NPUBOAMIO K KPOBOTEUE-
HUIO BO BpeMms ornepanud B 15,4 % ciydaeB u B mocieo-
nepanuoHoM nepuoae — B 7,7 %, a Hapyluienue ¢op-
MBI, pa3Mepa U PacIoNIOKEHHS 3padka BIIOCIEICTBUU
3HAUUTEJIbHO BIMUIO HAa KOCMETHYECKHH pe3ynbTar
OTIEpaLUH U B 3 CITyyasix SBUIOCH IPUIMHON CHUKEHUS
3peHwusl.

OnHUM U3 CEephE3HBIX OCIOKHEHUIN ONepanuu siB-
JIATOCh W HETOJIHOE YJaJeHHEe XPYCTaJIMKOBBIX Macc,
KOTOpbIE B MOCJECONEPALMOHHOM IIEPHUOIE BBI3HIBA-
JIM BOCHAJMTENbHYI0 PEAaKIUI0 O00JIOYeK Iva3a, 4To
y 3 HaIMX MAIFeHTOB MPUBEJIO K Pa3BUTHIO (PaKoTEH-
HOro mpuaouukauTa. [lo TaHHBIM HEKOTOPBIX HCCIe-
JI0BaTeNie, HEMOJTHOE yAAJIEHUE XPYCTAIUKOBBIX Macc
MOXET SIBIATHCS MPUUMHON TaKMX OCIOKHEHHH, Kak
3pavKOBBIN OJIOK W BTOpHYHAs O(TaIbMOTHIICPTCH-
3us (3,5-12,7%); moMyTHEHHE CTEKJIOBHIHOTO Teja
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(24,3 %); xTMHUYECKU 3HAYUMBIH OTeK MaKyIbl (5,4 %),
SIBJISIFOIUICS IPUYNHON 3HAYUTEILHOTO, HHOTA HE00-
paruMoro cHuxeHus 3perus [8, 10].

3AKNTIIOYEHUE

[IpuBenennas  uHGOpMAIUSA  CBHUICTEILCTBYET
0 HEOOXOJMMOCTH 3HAaHUS OCHOBHBIX KIMHUYECKUX
MposIBIICHUH cuHApoMa Mapdana y nerell Bpadamu
BCEX CIENHAIBLHOCTEH, HEIOMyCTUMOCTh IIPOBEIe-
HUS JIGYCHUsS eX juvantibus u, TeM caMbIM,— OTCpPOY-
KU YCTAaHOBJICHMSI BEPHOIO KIMHUYECKOrO MAarHosa,
a TaKke 0 HeOOXOIMMOCTH COBEPIIIEHCTBOBAHMS CHCTe-
Mbl OKa3aHUSI MEJUIIMHCKOW MOMOIIM 3TON Kareropuu
OONBHBIX.

Taxke HEOOXOIMMO COBEPUICHCTBOBATh TPAJUIIH-
OHHBIE METOMBl XUPYPTrUUECKUX BMELIATENIbCTB ACTAM
C IJIa3HBIMU TIPOSIBIICHUAMH CHHApoMa Mapdana c 1ie-
JBI0 YMEHBIIICHUST PUCKA BOZHUKHOBEHMSI HHTPA- U T10-
cieonepaquoHHbIX ocnoxHeHui. [llupokoe BHEApEHKE
Pa3IUYHBIX MOZENEeH HHTPAOKYJIAPHBIX JIUH3 B IOCIE-
HUE TOJIbl 3HAYUTEIBHO PACIIUPUIIO BO3MOXKHOCTH XU-
pyprudeckoii peabunuranny OOMBHBIX C AUCIOKAIIEH
XpycCTaauKa.

JIUTEPATYPA

1. A3Habaes PA. Mpodunnaktnka u nevyeHmne 0CnoXXKHEHUN
B XMPYPrum BPOXAEHHbIX KaTapakT y getei: Astoped.
[AUC... KaHA. Med.Hayk. — M, 1989. - 12 c.

2. Bamymun H.T., CknsHHas E.B., Kemune E.B. Cunppom
MapdaHa // Kapanonorunsa. — 2006. — N2 1. —C. 92-98.

3. 3epbiqo A4.4.Matonoris aopTu: knacudikauiga, Xxsopobu
i cuHapomu, npobnemu etionorii // MeguumnHa TpaHc-
nopty Ykpainu. — 2006. — N2 2. — C. 6-14.

4. 3ep6iHo [.[1., Onexosa O.B., Xypaes PK. CuHpopom
MapdaHa: iCTOpUYHMIA paKypC Ta Cy4yacHMK no-
rnag Ha npobnemy // Ykp. men. yaconuc. — 2010. —
N2 6(80). — C. 97-100.

5. KadypuHa T.U., TopbyHosa B.H. Oucnnasua coefuHu-
TeNbHOM TKaHW. PykoBoactBo ans Bpavei. — CaHKT-
MeTtepbypr: 2n6un, 2009. — 704 c.

¢ /lHdopmauusa 06 aBTope

6. Kyneiea B.H., Kynakos H0.U., [leHucos C.I. lnarHoctuka
cMHapoma MapdaHa y vy Monogoro Bospacta // Tep.
Apxus. — 1993, — N2 1. — C. 60-64.

7. lawmaes H.[l. JIeHCIKTOMMS NOABLIBUXHYTOIO U Bbl-
BMXHYTOrO B CTEKNOBMAHOE TENO XpycCTanuka: ABTo-
ped. AMC... KaHA. Mea,. Hayk. — M., 1986. - 13 c.

8. ®edopos C.H., E2oposa 3.B. Xupypruyeckoe neuyeHue
TPaBMaTUYEeCKMUX KaTapaKT C WMHTPAOKYNsSpHOM Kop-
pekuuen: pykooacrtso. — M., 1982. — 111 c.

9. @iweHko B.4., ®iwerko 4.B. CemioTvka cuHAPOMY

MapdaHa // Ykp. Men. anbMaHax. — 2007. — N2 10(2). —

C.172-175.

Dean J.C. Marfan syndrome: clinical diagnosis and

management // J. Hum. Genet. — 2007. — Vol.15,

N7.—P.724-733.

Frydman M. The Marfan syndrome // Isr. Med. As-

soc.).—2008.—Vol. 3,N. 10. - P. 175-178.

He R., Guo D.C, Sun W. Characterization of the inflam-

matory cells in ascending thoracic aortic aneurysms in

patients with Marfan syndrome, familial thoracic aortic
aneurysms, and sporadic aneurysms // J. Thorac. Car-

diovasc. Surg. — 2008. —Vol. 136,N 4. — P. 922-929.

10.

11.

12.

CHARACTERISTICS OF CLINICAL MANIFESTATIONS
OF MARFAN SYNDROME IN CHILDREN

AND COMPLICATIONS OF SURGICAL TREATMENT
OF LENS LUXATION

Toshpulatova A.Z.

# Resume. The most common ocular clinical signs of Marfan syn-
drome are lens luxation (46.16 %) and cataract (26.92 %), which
during their progression are complicated by secondary glaucoma,
lenticular myopia and strabismus. Discussed information indi-
cates to the need to improve the traditional methods of surgery in
children with ocular manifestations of Marfan syndrome in order
to reduce the risk of intra- and postoperative complications.

¢ Key words: Marfan syndrome; ocular clinical signs; lens lux-
ation.
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