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leneTnueckue MccnenoBaHUs IMOKa3bIBalOT, 4To 10 70% marosioruii opraHa 3peHUs UMEIOT I'€HETHYeCKHH
HaciencTBeHHbIH rene3 [3]. JledekTsl B XpOMOCOMHOM T'€HHOM arlapare BbI3bIBAIOT HapylleHHs B oOMeHe
BEIECTB Ha Pa3JIMYHbIX YPOBHIX-()EPMEHTHOM, CTPYKTYpHOM H T.J. OIHUM U3 NPOSBICHUH TI'€HETHYCCKHX
[IaTOJIOTHH OpraHa 3peHus SABJIAETCS TOMOLMCTHHYPHS-CITy4ail, KOTOPBIH HaOMonalICs B HAILICH IPaKTHKE.

TomMouucTHHYpHS - 5TO HACIEICTBEHHOE 3a00JIeBaHKE C ayTOCOMHO-PELIECCUBHBIM THIIOM HaclieqoBaHus. B
OCHOBE 00JIC3HH JISKUT HapylIeHHE 0OMEHA METHOHHHA. Pa3uarot Tpu KinHu4eckue (1 Onoxummudeckue) Gopmol
HapylIeHHs: MeTab0IM3Ma aMHUHOKHUCIIOT, KOTOPBIE XapaKTEePU3YIOTCs TOBBIILICHUEM KOHIICHTPAILMH TOMOIICTHHA
B IuIa3Me KpoBu M Move. Hambonee vacto BcTpewaromasics (popMa FOMOLMCTUHYPUM CBSi3aHA C ayTOCOMHO-
peneccuBHBIM JieekToM OOMEHa METHOHHMHA — OTCYTCTBUEM ()epMEHTa LUCTaTHOHMH-P-CHHTa3bl, KOTOPBIN
y4YacTBYET B IepeHOCe Cy/Ib()ATHOrO OCTAaTKa OT METHOHMHA K IUCTeuHY [ 1]. LlucTenH HeoOXomuM A1t IpaBUIBHOTO
MIONIEPEYHOTO COEJUHEHUSI CTPYKTYPHBIX OEJIKOB (TaKMX KaK KojulareH M (pUOpPHIUIMH) COSIMHUTENBHOM TKaHH,
KOCTEH, CyIPaceHCOPHBIX CBA30K IIA3HOTO S0JI0KA, SKCTPALICIUTIONSIPHOTO MATPUKCA SH/IOTEIHAIBHBIX KIETOK. B
CBSI3M C 9THM M3MEHEHHBIN KOJUIAreH MOXKET CTaTh IPUYMHOI CMEIIEHHS XPyCTallUKa, a TAKIKE 0CTE0I0po3a, B TO
BpEMsi KaK aHOMaJIbHbIE OEJIKHU 3J1acTOMEpPa UITH €ro cyOCTpyKTYyp (HGUOPHILIMH) JIe)kKaT B OCHOBE (PEHOTHITHYECKOTO
cxofcTBa ¢ cHHIpoMOM Mapdana. V3MeHeHHOE MEXyTOYHOE BEIISCTBO JHAOTEIHAIBHBIX KIETOK SIBISETCS
MPUYHUHON TPOMOO30B U MOCIEAYIOIIEH 3aJepKKH HHTEIUICKTYaJIbHOTO pa3BUTHS. JleQUIMT LUCTaTHOHUH-P-
cuHTa3bl Berpeuaetcs npuMmepHo 1 Ha 200 000 (mm MeHee) MiTaIeHIIeB, POANBIINXCS )KUBBIMH [ 1]. ['eTepo3uroTst
o JIeUIUTY HUCTaTHOHUH-P-cuHTa3bl (1 k 70 B OOIIEH MOMyNAMN) CYMTAOTCS 34OPOBBIMH, OIHAKO MOTYT
BXOIMTh B TPYIIITY PUCKA 10 paHHEMY Pa3BUTHIO Oose3Hel nepudepnueckoil U HeHTpaIbHON HEPBHBIX CHCTEM.

OcHOBHbIE KJIMHHYECKHE NMPosiBIeHns1 romouucTunypun: CyOrokcarys Xpycraiuka (aTorHOMOHHYHBIN
MIPU3HAK), TPOMOOIMOOIHS, 3a/Iep)KKa YMCTBEHHOTO Pa3BUTHS, 3a00JI€BaHUS COSIMHUTEIbHON TKAHH.

Takum 00pa3oM, 1 GOJIBHBIX C TOMOLIMCTUHYPUEH XapaKTepPHbI H3MEHEHHUS CKeJeTa, CXOIHbBIC C U3MEHEHUSIMU
npu cuHApoMe MapdaHa: BBICOKHII POCT, apaxHOJaKTHIUs, KU(OCKONINO03, Aedopmanus TpyIHOH KIETKH.
OTMeUaroTCsl MBILIEYHAs THUIIOTOHMUS, Pa300NITaHHOCTh CYCTaBOB, U3MEHEHHUS COCYITUCTONH CUCTEMBI: aHEBpPH3Ma
a0pTHI, TIOpaKEHUE BHYTPEHHEH 000JI0UKH COCYNOB, YacThle TPOMOO3bI 1 SMOOINH COCY/I0B JIETKHX, TOYEK, IPYTHX
opraHog [1, 2]. OGHapyXHBarOTCs IPU3HAKH OPTraHMYECKOTO MOPAKEHHsI HEPBHOM CUCTEMBI, YTO 0OYCIIOBICHO KaK
HapylleHHeM 00OMEeHa BEIECTB, TaAK U TPOMOO30M MO3TOBBIX COCYIOB. BBISBISIOTCS MOBBIIICHHOE COMEPIKAHUE B
KPOBHM METHOHMHA, BBIJICJICHHE 3HAYUTEIBHOTO KOJIMUECTBA C MOYOH roMoIucTHA. [ a3zHbie cumnromsl. [TaTonorus
opraHa 3peHHs BBIABISIETCA y MPeo0diIanaronero OoNbIIMHCTBA OOIbHBIX. XapaKTePHBIMHU SABISIOTCS BPOXK/ICHHBIC
KarapakTel, cepodaxus, SKTONMUS XpycTaluka (Jalle KHU3Y W KHYTPH), aHUPHIHSA, BPOXKICHHAs IJIayKoMa,
auctpodus ceryaroil oGonouku. HabmonaroTest Takke HEA0CTaTOYHOCTh KOHBEPreHIMH, HUCTarM, KOCOIIasue,
arpodus 3pUTENBHOTO HepBa. B CBs3M ¢ pa3BUTHEM KUCTO3HON AUCTPOGHHU CETYATKH BO3MOXKHA ee oTcioika [1,2].

VYuutbiBasi peakocTh 3a00J€BaHMS W HANMYHE XapaKTepHBIX IVIA3HBIX IPOSBICHUH, MPEICTaBIsAETCS
MHTEPECHBIM CIy4ail AMarHOCTUKU U XUPYPTUUECKOTO JICUCHHS MAIIMEHTa C TOMOLMCTHHYPHEH, 00paTHBLIEroCs B
Hanr eHTp 22 okTa6ps 2009 roxa.

Boasnoii HoBpy3sos T.1991 r.p. moctynmi ¢ sxanodamu Ha caadoe 3peHre Ha 000HX Ia3axX, KOTOPOe OTMedal
€ caMoro JeTcTBa. BHemHMIA BHI G0JIBHOTO MOYKHO OBIIO OBl 0XapaKTepH30BaTh KaK TUMUYHEIH Map(haHOHIHBII.
ITpu c6ope anamMHe3a ynanoch yCTaHOBUTb, YTO POIUTEINN OOJIBHOTO SABISIOTCS OMM3KUMH poicTBeHHUKaMu. [1pu
MOCTYIUICHUU OCcTpOTa 3peHus cocrapisuia 0,04 Ha mpaBoM miasy u 0,02 Ha neBoM (¢ koppekiueii 0,2). OTMedanocsk
aJNbTepHUpYIOLIee Kocora3ue Ha 000uX mia3ax ¢ yrioM aesuanuu 45 PA. BHOMUKPOCKOITMYECKH ONPEAesIoch
HaJIMYUE JBYCTOPOHHETO 3aJHEro SMOPHMOTOKCOHAa M CYOJIIOKCAlMM XPYCTaJMKa KHYTPU W KHH3Y, OOJIbIle
BBIpaXKEHHOI Ha JeBoM a3y (puc.l). [Ipu ocMoTpe mia3Horo aHa ObLIa BISBJICHA IIAyKOMAaTO3HAsl HKCKaBALIUs
JICKa 3pUTENILHOTO HepBa (oTHomeHue skckaBaums/auck OU=0,9) Bennunna BIJ] 1o naHHBIM TOHOMETpUHU
cocraBmsia 23,4 mm.prcr. (Tomey FT-1000). BonbHOMY Takke NPOBOAMIKCH KeparoTomnorpaduyeckoe,
IaXMMETPUYECKOe M IXOOMOMETpHYECKoe HcClleNoBaHus. B mporecce BEIOOpa MeToza JiedeHus! ObUIO PeIeHo
YOQIUTh CYONIOKCHPOBAaHHBIM XpyCTaldWK W WMIUIaHTHpoBarh mnepennekamepHyto MOJI ARTISAN Aphakia
(pupma OPHTEC, lNomnangust). CHawana ObUT IPOONIEPUPOBAH JIEBBIH IJ1a3, a CIYCTS 2 HeAeIH-TIPaBbIi.

Onepanyst MPOBOANIIACH Yepe3 POrOBUYHBII TOHHENbHBINA pa3pe3 (5,5 MM). JlOnOIHUTEIBHO POM3BOIMINCH
naparenTe3bl Ha 10 u 2 yacax, BBINOJHSUIACH UPUAIKTOMUS Ha 12 yacax. JIuH3a (ukcupoBanach K pagyxke ¢
MIOMOIIBI0 MpHC-KIUNcoB. [TocneonepaunoHHblid nepuox npoxoamn apeakTuBHO. OcTpora 3peHus Ha 000HX
1a3ax CIyCTsl Mecsll mociie onepanuu cocrasisia 0,4, ¢ koppekuuei 0,7 (puc.2).
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Puc.1. OS - nepen HauaIoM onepanuu. Puc.2. OS - yepe3 Mecs nocje onepanuu.

Takum 00pa3om, B pe3yabTare MPOBEACHHOTO XHPYPIHYECKOTO JICUCHHUS YAAJIOCh OOCCICYHTH JOCTATOYHO
BBICOKYIO OCTPOTY 3pPEHUS Y JaHHOTO MalUeHTa.

V3BeCTHO, YTO B OCHOBE MHOTHX HACJIEJICTBEHHBIX 0OJIE3HEH JISKUT FeHETUYECKU 00YCIIOBICHHOE OTCYTCTBHE
OIIpeeeHHbIX OeNKOB WK MX MoAupuKanus. XoTs 3TH GOPMBI ITaTOJIOTUH BCTPEUYAIOTCS PEAKO, UX 3HAUCHUE
MOXXET OBbITh BEChMa BEJIMKO - TIOCJICICTBUSI MHOTHX M3 HUX — TSDKEJIbIE, HO B PsZIE CIy4aeB UX yaaeTcs U30exars,
€CJIM AWarHo3 MOCTaBIIEH HAa paHHEN CTaJlM U Ha3HAUEHO COOTBETCTBYIOIIEE JICUEHUE.
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HOMOSISTINURIYA ILS XOSTODO BILATERAL ARTISAN Afakiya IOL-IN
IMPLANTASIYASI (klinik hal).
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XULASO
Maqalads homosistinuriya ilo xastods bilateral ARTISAN Aphakiya IOL-un implantasiyasinin kliniki hal

toqdim olunur.
Huseynov Kh.R., Kerimova S.A.

BILATERAL ARTISAN Aphakia IOL IMPLANTATION IN PATIENT WITH
HOMOCYSTINURIYA (clinical case).

National Ophthalmology Centre named after acad.Zarifa Aliyeva, Baku.

SUMMARY

One case of bilateral ARTISAN Aphakia IOL implantation in patient with homocystinuriya was described in
this article.
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