KLIiNiIK MUSAHIDSLBR

OFTALMOLOGIYA

ELMIi-PRAKTIK JURNAT

[Haxmanuesa A.M., bunannapmu JLIL.
BOJIE3Hb I'MITTEJIA-JIMHAAY (ciay4aii 13 IPakTHKH).
Hayuonanvrotii Lenmp Ogpmanvmonoeuu umenu axao. 3apughor Anuesot, e.baky

bonesns'unmnens-JInaaay—BpoxaeHHOC HACIESACTBEHHOE 3a00IeBaHUE M3 TPYNIIBI (DaKOMATO30B, XapaKTEPU3YIOLIEeCs
TEHETUYECKH OOYCJIOBIICHHBIM IOPOKOM Ppa3BUTUS KalWUILIPOB M MOPQOIOTHYECKH INPOSBISIONIEECS Pa3BUTHEM
MHOJKECTBEHHBIX aHTMOMAaTO3HBIX, AaHTHOPETHKYJIOMAaTO3HBIX U KUCTO3HBIX 00pa3oBanuii B ceruarke, [{HC u BHyTpeHHUX
opranax [2, 4, 6].

B 1903 roay nemeuxwuii odransmonor Eugen von Hippel BnepBbie omucan ciiyyaid peTHHaJIbHOTO aHIMOMATO3a M
BBICKa3aJl MHEHHE O HACJIeICTBEHHOM XapakTepe 3aboneBanus. Crycts 30 et 3TOT B3N ObUT HOATBEPIKACH IBEICKUM
HeBposorom Arvid Lindau, KOTOpbIif OTMETHII 4acTO€ COYETaHUE AaHTMOMATO3a CETYATKU C aHAJIOTUYHBIM ITOPaKEHUEM
CITMHHOTO MO3Ta U MO3Ke4Ka [6, 7].

3aboseBaHue epenaeTcs o ayTOCOMHO-IOMUHAHTHOMY THUITYy ¥ 00yCJIOBJICHO MyTalluel reHa, JOKaIn30BaHHOTO Ha
KOPOTKOM IUIeY€e TpeTheil mapsl XpoMocoM. Takum 00pa3oM, 10CTATOYHO HAJTMYHS OIHOTO «Ie(hEeKTHOr0» reHa TONbKO Y
OJJHOTO U3 poauTeneid, yroobl 50% aerel ITOro yenoBeka UMENH IIAHC MOTy4uTh Oone3Hs [3, 4]. 3aboneBaHne MOXKeT
BO3HUKATh B JI0OOM BO3pacTe, XOTs OOBIYHO CHUMIITOMBI CTAHOBSITCS OUYeBHIHBIMHU B mepBbie 20 ner >xu3HHU. YacToTa
BCTPEYAEMOCTH Y MYKUHUH BbIIIIE, 4eM Yy KeHIIUH. B 50% ciyuaes npouecc AByCTOpOHHHUIA.

JIOBOJIBHO 4acTO MEPBBIMHU U €IUHCTBEHHBIMU KIMHUYECKUMHU MPOsBIEeHUAMH Oonesnu [unnensa-Jlunpay sBisrorcs
nopaxxeHus ra3. B penkux ciyyasx aHrMoMa CeTYaTKH BBIABISIETCSI HAMHOTO ITO3XKe, YEM OITyXOJIeBUHbIE 00pa30BaHUs
B JIPYTHIX OpraHax.

HauanbHpIMH TIPOSIBICHUSAMH TOPAKCHHS CETYATKH SIBISIOTCS MHKPOAHEBPH3MBI, KOTOpHIE B JajbHEHIIEM
MPUOOPETAIOT BUJ KPacHOTO y3j1a W B KOHEYHOM cyere Oosee KpyNHOH OpaH)KeBO-KpacHOM omyxonu. Ha cragun
TOYEYHBIX MUKPOAHEBPH3M, PACIIONIOKEHHbBIX 00bIYHO Ha eprdepuu ceTuaTku, 3a00s1eBaHue IpOoTeKaeT O€CCUMIITOMHO.
AHrmomMaro3Hslif y3ea mpezicTaBiseT co0oi KiIyOOoK cocyloB (apTepuil M BEeH), KOTOpbIe BHayajle MOTYT HMMETh
HOpMaJbHBIN quaMeTp. Ilo mMepe mporpeccrpoBaHMs IpoLecca KPOBEHAIIONHEHHE OMyXONU B 2-3 pa3a MpeBbIIIaeT
HOpMaJIbHBIH ypoBeHb. COCyIIbl PACIIMPSIOTCS M IPUOOPETAIOT ITONOPOOOPa3HYI0 N3BUTOCTh. [10 KanuOpy u okpacke
apTepuy M BEHbl 4acTO TPYIHO padiuuuMbl. I1o Mepe pocTta Onmyxoib NPOMHHUDPYET B CTEKJIOBHIHOE Teino. Yepes
(eHeCTpUPOBaHHBIE CTEHKH COCYIOB aHTHOMBI MPOCAYMBAIOTCS IUIa3Ma KPOBH, HMPOTEHUHBI M JIMIUABL AKKYMYJISLIUS
YKHUJKOCTH TIPHBOJHUT K PETHHAIBHOMY OTEKY M OTJIOKEHHIO HHTPa- ¥ CyOpeTHHANIbHBIX 3KCcCyAaToB. Ha mo3mHux craausax
3a00NIeBaHMs BO3HUKAET SKCCYAAaTHBHAs PETHHAJIbHAS OTCJIOWKA, KPOBOM3IHMSHUS B CTEKJIOBHIHOE TEJO M CETYaTKy,
BTOpUYHAs HEOBACKYIISIpHAS TJIayKOMa.

I'emanrnoGnactoma sBiseTcs J0OPOKAUECTBEHHONW OIMYXOJbI0 M HE MeTacTasupyerT. 3JI0KaueCTBEHHOCTb e
00yCIIOBIEHa JIOKAIM3AMeH U MPOrpecCHPYIOMUM XapaKTepoM, BEAYIIMX K Pa3BUTHIO CEPbE3HBIX OCIOXKHEHUH U
MPAKTUYECKH MMOTHOM yTpaTe 3puTenbHbIX QyHKuuii [1, 5, 7]. Paspacranus HoBooOpa3oBaHHii B MO3TOBOM TKaHU HEPEIIKO
MIPUBOAT K JIETAIBHOMY HCXOLLY.

VYuuteiBas peaKocTh 3a00J€BaHUA M €r0 HNOJMCUMIITOMHBIE NPOSIBICHUS, CUNTAEM LeJIecO00pa3HbIM IIpUBECTH 3
ciydas 6one3nu ['nnmens-JIungay, HaOnM0gaeMbIX HAMH Y WICHOB OTHOH CEMbU.

Bonbhas I, 1974 rona poxaenus, obparmiack B Azep6. HUM rmasHbix GonesHeldl nMeHHM akaneMuka 3.AJMeBoi
B aBrycre 2003 ropa. Ha npaBoM a3y mmena MecTo TOTajbHas OTCIIOHKAa CETYaTKH, Ha JICBOM — MepudepruuecKuit
PETHMHOIIM3HUC C AWIATaledl COCYJOB B BEpXHEM KBaJpaHTE CETUaTKU. bbula NpousBeleHa OrpaHUYUTENbHAs
Ja3epKoarysaIys ¢ IpsMOH Koaryisiuel aHrHoMaTo3Horo ysia. Jlanusle Busomerpun: vis OD=1/oo pr. 1. incerta; vis
08S=0,7, ¢ xoppekuueii 1,0. B TeueHne [UIMTENEHOrO BpEMEHH COCTOSIHHE OOJNBHON OCTaBajoch CTaOMIbHBIM. OHAKO
B 2007 roxy oHa IOBTOPHO 0OpaTHIIACh B CTAIIMOHAP C jkano0aMu Ha yXyAlLIeHHe 3peHus Ha jeBoM riasy (vis OS=0,3,
KoppekuuH He noxpnaercs). OdTaabMOCKONMS BbISBHIA Ha NEpU(EpUn CETYATKH, PAIOM C KOaryJlUpOBaHHBIM paHee
y3JI0M, HOBBIII aHIMOMATO3HBIM Yy3ell, KpymHble pa3mepsl kotoporo (1,5/1J]) He MO3BOIMIM MPOMU3BECTH JA3EPHYIO
xoarymsiuio. Co cioB 6onpHOM oceHbro 2007 roga y Hee BOSHHUKIM OONU B HMOSCHUYHOH 001acTH, UPPaJUUPYIOLINE
B sieByto Hory. MPT, npousBenennas B oktsiope 2008, oOHapyxuiaa 2 aHTMOMATO3HBIX y3Jia B IICHHOM U MOSCHUYHOM
oTzenax CnuHHOro mosra. [IpeasnoxkeHo oneparnuBHoe BMemarenbeTBo. B despane 2009 rona Ha nepudepuu ceryarTku,
psiioM ¢ 0OHapyKEHHBIMHU paHee aHIMOMAaTO3HBIMH y3JIaMi OTMEUEHO MOSIBICHUE TPEThero y3ia pazmepom 1 /11

BonbHas A. (Matb 6onbHOI ), 1951 rona poxxaenus, BuepBbie oOpaTuiach k opranbmoinory B 2004 roay ¢ xanodamu
Ha yXy[IIeHHe 3peHHs Ha npaBoM ria3y. OowsextusHO: vis OD=0,08, xoppekiuu He nognaercs; vis OS=0 (noxp). beut
moctapieH nquarHo3: OD — 6onesns ['mnmens-JIluagay, OS — moctrpaBMarndeckas cybarpodus masHoro sionoka. [pu
0o TaTBEMOCKOITUHN B BepXHE-HAPYXHOM KBaJpaHTE CETUATKH ObUT 0OHApYy»XEeH aHTMOMATO3HEIH y3en pasmepoM B 2J1J]
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U DKCCyHaTHBHAsI OTCIIOHKAa B IIEHTPANbHOH 30HE. BonpHON ObLIa MpoOM3BENEeHA OrPaHHYUTENbHAS JIA3ePKOATYIISIINSL
ceruyarkd. CrycTs 4 roma 4acTHYHBIA reModTalabM BbI3Ball 3HAYUTENBHOE CHIDKCHUE 3PCHUS HA IpaBoM Inasy (Vis
OD=0,01). beuta npoussenena noBTopHas azeproarymsanusi. despans 2009 roma — peunanB remodranbma. beiia
MPOM3BE/ICHA JIBAX/bl HHTPAaBUTpEabHAS MHBbEKIMs OcBanm3ymaba (ABactuH) B no3e 1,25 mr (o6wém 0,05 mir). Ha
HACTOSIIUH MOMEHT O()TaIbMOCKOINYECKas KapTUHA U 3pUTENIbHBIC (DYHKIMHU IPABOTO IN1a3a OCTAIOTCS CTAOMIbHBIMU
(vis OD=0,01).

Puc. 1. Bonvnas I. (neswiii 2nas, 2003 2.) Puc. 2. bonvnas A. (npaewiii 2nas, 2004 2.)

Bonbroii 1. (BHYK OT cbiHa 60i1bHOM A.), 2001 rona poxkaeHus, Habmonaercs B MHCTUTYTe ¢ 2006 roza, Koraa BOSHUKIIO
yXyamieHue 3penns Ha jeBoM mrasy go 0,03-0,05. Odranpmockonuuecky: Kpyriias IPOMUHHUPYIOIAs B CTEKIOBHIHOE
TEJIO TEMaHI'MOMa Y BHCOYHOTO Kpasi JAMCKa 3pUTENIbHOTO HEPBa, LIEHTpasibHas CEpO3Has OTcioika. Pa3mep omyxomu
311, TeHACHIIMH K €€ POCTy 3a IBYXJIETHHUH NEpUOJ HAOIIOACHHS HE OTMEYaJIOCh.

Puc. 3. boavnoii /. (neswtii 2naz, 2006 2.)

Jlpyrue 4ieHsl ceMbU KaKHX-ITU00 5kano0 He MpeIbsABIIsIIN.

JlaHHbIe KIMHUYECKHE CIIy4ad [O3BONIIOT OTYETIHBO IIPOCICAUTH T€HETUYECKYI0 JCTePMHHHPOBAHHOCTD
3a00IeBaHMs M yOSINTEIIBHO CBHIETENBCTBYIOT O CHCTEMHOM XapakTepe rporecca. HecMoTpst Ha THITHYHOCTH OCHOBHBIX
IPOSIBIICHUH, OYEBHIHBI Pa3HOOOpa3ne U BapHaOEIbHOCTh O(TaIbMOCKONUYECKON KapTUHBI M TEUCHUS 3a00ICBaHUS.
Kpatkocpounoe HabII0eHUE TOCTIE IPUMEHEHH aHTHAHTHOT€HHOTO IIperapaTa (ABacTUH) 0OHAPYKUII0 CTaOUIN3aIINI0
nporecca. OTHAKO JUTS IOCTOBEPHOH OL[eHKH 3()eKTHBHOCTH 3TOTO METO/Ia IeTIeCO00pasHO JIUTENBHOE TUCIIAHCEPHOE
HaOmofeHne 6OIBIIOr0 KOMMYECTBA TAIIMEHTOB ¢ YKa3aHHOM IaToNOTHEH.
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HIPPEL-LINDAU XOSTOLIYIN® DAIR (klinik hal)

Akad. Zarifo Oliyeva adina Milli Oftalmologiya Morkazi, Baki sah.

XULASO

Mogalada bir ailenin ii¢ iizviinds Hippel-Lindau xastoliyinin tozahiirii 6z oksini tapmigdir. Tasvir olunan har iic
kliniki niimuns xostaliyin genetik xarakter dasidigini, onun polisimptomlulugunu v progressivlogsmoays meylli oldugunu
niimayis etdirmisdir ki, bu da xastalorin uzun miiddat dispanser nozaratinds qalmasinin, eyni zamanda bas vers bilogak
agirlagmalarin vaxtinda qarsisini almagq tigun lazimi miialics todbirlorinin gériilmasinin vacibliyini siibut edir.

Shakhmaliyeva A.M, Bilandarli L.Sh.

VON HIPPEL — LINDAU DISEASE (clinical case).

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

SUMMARY

3 cases of Hippel-Lindau disease in members of one family were described in the article. Such
clinical reports visually demonstrate the genetic character of the disease, its polysymptomatic character
and tendency towards progression that justifies the expediency of long-term dispensary observation
and implementation of well-timed palliative therapy in order to prevent serious complications.
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