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111 EBPOITEHCKASI KOH®EPEHIIUS IO AHUPUJIAUN
Myucoypr, I'epmanus, 26-28 aBrycra 2016 roga

THE III EUROPEAN CONFERENCE ON ANIRIDIA
Duisburg, Germany, 26-28 August 2016

26-28 aBrycra 2016 rona B ropoze yiicOypr (I'ep-
Mmanus) cocrosiack Il EBpormeiickas koH(pepeHIus
no anupuaud. OpraHuzaropoM KoH(pepeHIHH Oblia
EBporielickast accoruanusi mo mpooOiieMe aHupHIUU
“Aniridia associations in Europe”, B coctaB KoTopoit
BXOJAT npeactaButenu bonrapuu, Gunnsaanu, Gpan-
uuu, I'epmannu, Utanuu, Hopseruu, Poccun, Mcna-
Huy, IBenun, Benukobpuranuu. Ot Poccun npucyt-
crBoBaiu Koronesa JI.B. IlaBnenxo B.B., BacuineBa
T.A., bounaps B.A., Cyxanosa H.B., Tapacenkos A.O.
(cM. poto). OcoOEHHOCThIO JTaHHOW KOH(EPEHIIUH IO
AQHUPHUIIUU SBISUIOCH TO, YTO B €€ paboTe MPHUHUMAIN
AKTUBHOE y4acTHe HE TOJIBKO BEAyIINE UCCIIe10BaTEI!
U MIPAKTUKYIOIIME BPayH, HO ¥ MAIMEHTHI C AaHUPUIH-
eil. B pabore koH(epeHuu ObUN MPETYyCMOTPEHBI OC-
MOTPBI ¥ KOHCYJIbTAI[MH MAIlMEHTOB BEAYIIIMMU CIICIH-
anuctamu. boiapHbIe ¢ aHUpUIUEH, 3a4aCTYIO HEIbIMU
CeMbSIMHU, MTPOCITYIINBAIN JTOKJIAbI, IPEACTAaBICHHbIE
Ha KOH(epeHIMH, 3a/1aBajIi BOIPOCH U aKTUBHO yYa-
CTBOBAJIU B IUCKYCCHH.

[lepBeIii 1eHb KOH(pEPEHIIMU OBIT MOTHOCTHIO TO-
CBSIIIICH BOIIPOCAM T€HETHUYECKHX MYyTallMi MpU aHU-
PHUINH, TOTUMOP(PHOCTH KIMHUYECKUX TPOSBICHUI
3a0oJeBaHus U paHHEH muarHoctuke. Bo BTopoii 1eHb
YYaCTHUKH KOH(EpPEHINN 00CY KA XUPYPTUIECKOe
Y MEIMKAMEHTO3HOE JICUCHUE IJIayKOMBI, KaTapaKThl,
MEPCIEKTUBHI JICYCHUS TOMYTHEHHS POTOBHIIBI MAIlH-
€HTOB C aHUPUAUEH.

OTKpbUT Hay4HyIO Mporpammy O(QTalabMOJOr H3
Hopgeruu Erlend Sommer Landsen (r. Ocno) nokia-
oM Ha TeMy «CHekTp opTalbMOJIOTHYECKUX aHOMa-

Usens! poccuiickoit neneranmu Ha [11 EBponeiickoil KOH(pepeHIH 110 aHUPUIUH.
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JIUH TIPH BPOXKAEHHOW aHUPHUANH, BEI3BAHHOW MyTalu-
et B rene PAX6». OH ykazani, 4yTo paHee CUHTaNIOCh,
YTO KepaTonarusi B TEYEHUE KU3HU Pa30BbETCS y 78—
90% aHMpUIUWHBIX OOJIBHBIX , HO B HACTOSIIEE BpEMS
UM TIOJTy4eH pe3yibrar obcnenoBanus 6oiee 2000 ma-
LIUEHTOB C BPO)KICHHOW aHUPUANEH, JOKa3bIBAIOLIUH,
yT0 Keparonatuu noasepskeHsl 100% O0nbHBIX «KIac-
CUYECKON BPOXKIAECHHOW aHUPHUINEH», TO €CTh aHUPH-
Jvel, BeI3BaHHOM MyTanueit B rene PAX6. Cpoku pas-
BUTHS KEpATONaTUX BEChMa BaPbUPYIOT U Pa3BUBACTCS
B Iepuojl OT oxHoro roxa. Keparomarus mpu «kiac-
CHUYECKOW aHWPHUIUM» HAYWHAET Pa3BUBATHCS C MEPH-
(epun, NOCTENEHHO JOCTUras LIEHTPAIbHbBIX OTIEJIOB
1a3a. Yacto mpu KepaTomaThuu HaOIIOIaeTcsl BpacTa-
HUE COCYJOB B POTOBHILY M CHUHAPOM «CyXOroy» Ijiaza.
BTopsIM yacThIM MpOSIBICHHWEM AHUPUANU SIBISETCS
TUTIOIIIA3Usl MAKYJIbl. DKTOMUS (CMEIIeHNE XpyCTalu-
Ka) BcTpeyaercs y 56% mauueHToB, katapakra oT 50
110 90%, B TOM 4YHCIIe OHA MOXKET OBITh M BPOXKICHHASI.
I'mayxoma naGmronaercst y 70% narueHToB, IpUYEM B
KOKIYI0 MOCEeIYIONIYI0 JeKady XU3HU y TMalreHTa
C aHUpUIMEH PUCK BO3HUKHOBEHHS Y HETO IJIayKOMBI
Bo3pactaer Ha 15%. ['mnomnasus 3puTebHOTO HEpBa
HaOmonaercst y 10% nanueHToB ¢ aHUPUIUEH.

Hanno Bolz, 3amecturens nupekropa Ilentpa re-
HETUKU YelloBeKa [epMaHMM BBICTYNHJI C JIOKJIAIOM
«I'eneruka BpoxxIeHHOM aHupuun». OH OTMETHUIL, YTO
MyTanuu B reHe PAX6 SBISFOTCS OCHOBHOW MPUYHUHOM
HECHHJPOMAaJIbHON (M30JMPOBAaHHON) aHUPHUINU C ay-
TOCOMHO-JOMUHAHTHBIM HAaCJI€ZIOBAHUEM U CeMeHHOU
anupuuu. KomOunuposanusie aenenuu PAX6 u rena
WT1 sBisroTcst npuunMHON BKITIO-
yeHus anupuaun B WAGR cun-
apoM (Wilms tumor — Omyxoub
Bunbsmca, Aniridia — AHUpUIAS,
Genital abnormalities — Ilaromo-
rus TOJIOBBIX oOpraHos, Mental
Retardation — ymcTBeHHas oOT-
CTaJIOCTD), TJIe UMEETCS BBICOKUI
puck HedpoOnacToMbl. B cBsizu ¢
BBIIICTIEPEYNCICHHBIM JJIsl OLICH-
KH PUCKa PELUINBA U PAHHETO BbI-
seinenus nereit ¢ WAGR cunnpo-
MOM, OJIHUM M3 IIaBHBIX ITANOB B
[TOCTAHOBKE TUArH03a MalHueHTy ¢
AHUPUIUEH [10Ka3aHO TI'eHEeTHYe-
CKO€ TECTUPOBAHUE.

IIpodeccop James D.
Lauderdale (CIIA) B nmokiane
«YBEIUWYEHUE 4YHUCIA TPOLYLH-
PYIOUIMX THUPEOTPOIHBIH T'OPMOH
KIETOK Tumodmsza y MeImei ¢
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rarmioHe0CTaToYHOCThI0  PyHKIIMH PAX6» paccka-
3a1 0 B3auMOCBs3U reHa PAX6 u muToBUAHON Ke-
ne3bl. CiymarensiM ObIIIM MPEACTABICHbBI PE3yNbTaThl
WCCIIC/IOBAHNI €T0 HAYYHOH T'PYMIIBI B ATOH 00NacTH.
[Ipodeccop oTmeTni1, 4To IIa3Hble MPOSBICHUS aHU-
PUAMM Ha CETOAHSIIHUAN E€Hb JOBOJIBHO XOPOIIO U3Y-
yeHbl. Ho aHupuans — 3To He TOJNBKO TazHoe 3a00-
neBanue, 3To cuuapoM. Ceitvac Bce Oosee TryOoOKHe
UCCIICIOBAHUS YUEHbIE BEAYyT B 00JacTU CBSI3M I'eHa
PAX6 u snnokpunHOl cucteMbl. HenaBaue uccneno-
BaHMs MOKAa3ajM, YTO MAlMEHThI C AaHUPUIUEH UMEIOT
BBICOKYIO CKJIOHHOCTb K OXXKHUPEHHIO, OeCIUIONuIo, Y
HUX MOXET OBITh MOJMKHCTO3 SIMYHUKOB, CaxapHbIN
nrabeT, TsDKeNble aJIeprHYecKhe MpOsiBICHHUS (K-
3eMa), HapyIICHUS B BOCIPHUATUH 3alIaXOB M 3BYKOB.
YcTaHOBJIEHO, YTO B IIYMHOW KOMHAT€ MAlMEHTy C
aHMpHUUEH TOopa3fo CIOKHEE COCPEIOTOUMTHCS ISt
BOCTIpUATHS WHPOPMAIIUH, YeM OOBIYHOMY YEJIOBEKY.
Kpome Toro, o6Hapy:xeHbl HapyIICHHs, CBI3aHHBIE CO
cHOM (TIpo0IeMBI ¢ TIPOOYkKACHHEM, artHOo)). [Tomumo
BBIIIICTIEPEUNCICHHOTO, TIPOOJIeMbl ¢ 3y0aMu BBISBIIC-
Hbl y 35% nanueHToB ¢ aHMpUAMEH, HEOOMbIIAs 3a-
nepxka pazButus y 17%, npobieMbl co CKeJIeToM U
HapalMBaHUEM MbIlIedHON Macchl y 13%, actma 00-
HapyxeHa y 12% nauueHToB, JeNpecCUBHbIE COCTOS-
Hus 'y 12%, 6ecrutonue y 11%, 3a0oneBaHus KETIHOTO
ny3bIps y 8%, runepronus y 8%, caxapHslii 1ualer y
7%, runocmus y 5%, nankpearut y 1% manueHToB
aHUpUIUEH.

Bacwibeboii T.A. (PI'BHY «MockoBckuii reHe-
THueckuit HayuHblidi 1nentp (MIHLL)», maGoparopus
TEeHETUYECKON JMHUAEMHUONOTUA W (YHKIMOHATHLHON
TeHOMHKH) ObLIT TpezcTaBieH Jokna] «CHekTp MyTta-
il B rene PAX6 y rpynibsl HaueHToB ¢ BPOXKICHHON
anupuaueid n3 Poccum n (QyHKIMOHAIIBHBIA aHANN3
MHTPOHHBIX BapuUaHTOB IOCIENOBaTeIbHOCTY. B mo-
KJ1a7ie ObUIH TIPEACTABIICHBI PE3YNbTaThl ABYXTOAMYHON
pabotsr corpynnukoB MI'HL] (odramsmornoru, mose-
KyJISIpHBIE TeHETUKH) — UX aHAIN3 KIMHUYECKUX U MO-
JEKYJSIPHO-TEHETUYECKUX OCOOCHHOCTEH aHUpUANU Y
117 nmanumenToB ¢ BpoxaeHHoW anupuaneit 1 WAGR
cuHapoMoM B Poccum. ABTOpPOM NOKa3aHO, 4TO HpU
aHanu3e crnekTpa myrtanuii B reHe PAX6 ormeuaert-
Csl 3HAUMTENIbHAS JIOJISI XPOMOCOMHBIX MHKPOJEIICIUI
peruona 11q13. BrepBbie y manneHTOB ¢ BPOXKICHHOM
aHupuarel QyHKIMOHAIBLHO TOATBEPKICHO BIIMSHUE
Ha TIPOLIECC HOPMAITBHOTO CIUTAHCHHTA HIACHTU(PHIINPO-
BaHHBIX WHTPOHHBIX BapUaHTOB IOCIEIOBATEILHOCTH
rera PAX6, pacnionoxeHHbIX 32 IpeieaMu KaHOHUYe-
CKHX CalTOB crutaiicuara. Takum oOpazoM, ¢ IMOMOIIIBIO
MOJIEKYJISIPHO-TEHETUUECKUX METOJ0B — CEKBEHUPOBA-
Hust 1o Canrepy 1 MLPA — u mocnenyromiero ¢pyHKIH-
OHAJIBHOTO aHaJIM3a NTyOOKHX MHTPOHHBIX BAPHAHTOB
rena PAX6, matonorunyeckasi MyTtaiusi Obuta HaljeHa
y 97% nanuenToB. Takol MPOLEHT OOHAPYKEHUS My-
Taluil B 3THOJIOTHYECKH Pa3HOPOIHOM TPYTITIE MaIeH-
TOB C aHUPHUIUEH YKa3bIBAET HA TOUYHYIO BepU(DUKAITUIO
KIIMHUKO-TEHETUYECKOTO JJMarHo3a.

Hoxkrop Gerd Geerling ([roccensnopd. ['epmanns)
BBICTYIIMJIA C JIOKJIAJOM Ha TeMmy: «CpencTBa IuartHo-
CTMKH 3a00JIEBaHUI POTOBHUIIBI», B KOTOPOM OTMETHII,
YTO CHHJPOM «CYyXOTO» TIjia3a MOXET OBbITh MEPBBIM

IIPU3HAKOM Hayajla KepaTolaTHH y NalUeHTOB C aHU-
puaueii. [losToMy oueHb BaKHO M3MEPSITH KOTMYECTBO
BJIar'W Ha Ta3HOM moBepxHOocTU. Kpome Toro, y manu-
€HTOB C aHUPHUAMEN Clle3a UMEET COBCEM JIPYTOW XH-
MUYECKUI COCTAB U COOTBETCTBEHHO JJa)KE€ OHA MOXKET
OBITH IPUUMHON Havalla KeparonaTuu. Y UUThIBas 3TO,
0(TaTbMONIOTH JIOJKHBI TPOBOIUTH MPOQPUIAKTHKY
pa3BUTHUS KEPATONIATHH J10 €€ pa3BuTHs. [ 3TOTO He-
00X0/IMMO HCHOJIb30BaTh YBIAKHAIOLINE KaIUIM, Teln
¥ Ma3u Ha OCHOBE JIEKCIIAaHTEHOJIA.

Joxtop Claus Cursiefen (Kenbn, ['epmanus), B J10-
Ki1azie « bOCTOHOBCKMIT KEpaTONIPOTE3 — OIBIT YCTAHOB-
KM Ha [IOCJIEHEN cTauu KepaTolaTuh» OTMETHII, YTO
JIAHHBIA KepaTompoTe3 UHOT/A SIBISIETCS] €IMHCTBEHHO
BO3MOKHBIM PEILICHUEM ISl TAIUEHTOB C aHUPHUIUECH
Ha noclieHen craauu keparonaruu. C centsops 2013
o maii 2015 rr. Bpauamu opTanbMOIOTHYECKOTO OT-
nenenns KenbHCKOTO yHUBEpPCUTETA OBLIO MPOOIEPH-
poBano 13 mia3 ¢ ycTaHOBKOM keparorporesa. Y Bcex
narueHToB ObuIa mocienusis, [V craaus keparonaruu
C IJIOTHBIM IIOMYTHEHHEM POTrOBHULbI M BbIPAKEHHOMN
Backymsipuzaiuein. OctpoTa 3peHus Obliia CHIKEHA J10
cBeroomymnienus. B pesynbrare ycranoBku boctonos-
CKOTO KeparornpoTes3a B 6 mia3zax He ObUIO CyIIECTBEH-
HBIX I10CJIEONIEPALMOHHBIX OCJIOXHEHUH, TOrJa Kak B
7 1nazax moTpedoBajoOCh JONOJHUTEIbHBIC XUPYPTH-
yeckue BMelaTenbeTBa. [1oBbileHrne 0CTPOTHI 3peHuUs
Habmonanock B 85% ciydaeB. Takum oOpaszom, ycTa-
HOBKa BOCTOHOBCKOIO Keparonporesa sIBJIsSIETCsl OUEHb
PHUCKOBaHHOW OTepalueii, Ho oHa HeoOXoauMa TOT/a,
KOTZa JPYTrHe METOIbl JICYCHHs YK€ HCIOIb30BAHBI
OBITH HE MOTYT.

MeaunuHCKkuii  KOHCYJIBTaHT — MexayHapoaHou
accommanmn WAGR cunzgpoma moktop Kelly Trout
(BenmukoOpuranus) ormermina, uto WAGR cunapom
SBJISIETCSA OYEHBb peNKUM 3a0oneBaHreM. Takux manu-
eHToB poxnaercs 1:1 000 000. Oxono 50% nanueHToB
¢ WAGR-cunapomom nmeroT omyxoib Bumbmca (pak
nouku). Ha mepBoii craguu omyxonb Buibmca, kax
MpaBmIIo, MpoTeKkaeT beccummnroMHo. Jlanee y peGen-
Ka MOJKET MOSIBUTHCS KPOBb B MOY€, [TOTEPs alllleTUTa,
CHW)KCHUE Beca, ClIadoCTh, TMXOpajka. Yarie Bcero
onyxoibs Bunbmca y nereii ¢ WAGR cuaapoMom mosiB-
nsieTcs K Bo3pacty 17-28 mecsireB. boapmmHCTBO City-
yaeB onyxoiu BunbsMmca y nereit ¢ cunagpomom WAGR
JIUarHoCTUpyeTcs K Bo3pacTy 3 roxa. EcTe Takke pen-
KM€ CiIy4dau BO3HHMKHOBEHHS OIyXxoiu Bwibmca y ma-
nrentoB ¢ WAGR cuaapoMom B Bo3pacte 10 28 JeT.
[To 9TOii MpWUYWHE HEKOTOPHIE BHUJBI OOCIIEAOBaHUN
JIOJKHBI TIPOJIONIKATHCS BCIO KU3Hb. Hampumep, yib-
TPa3ByKOBOE HCCIICIOBAaHUE C IUATHOCTUPOBAHHBIM
cuagpomoM WAGR pexomenayercst nenarh AETIM B
BO3pacTe J10 8§ JeT — Kaxible 3 Mecsua, crapuie § jgeT
1 B3pOCIBIM — Kaxkple 6—12 mecsues. [IpunsTo pemre-
HUE TEPMHH «YMCTBEHHAsI OTCTAJIOCTh)» MPHU XapaKTe-
puctuke WAGR cunapoma Gosbiiie He ynoTpeonsiTh, a
3aMEHATh €r0 Ha TEPMUH «MHTEJUIEKTyaJlbHasl Hexlee-
CIOCOOHOCTBY.

Joan C. Han (I'epmanwus) npencraBw nokiaj «Ha-
PYLIEHHs CHa W TalIOHEI0CTaTOYHOCTh reHa PAX6».
M3BecTHO, 4TO B OOJBIIMHCTBE CIIy4aeB AaHUPUAUS
BBI3BaHA ralIOHENOCTATOYHOCTRIO reHa PAX6. Drtor
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IeH UrpaeT pojib B PAa3BUTUHM IMHUHEAIBHOW KeJe3bl
WIN LIMIIKOBUAHOTO Tena (3nu¢u3a) — TOH CTPYKTY-
pBI MO3ra, KOTOpasi KOHTPOJIMPYET LUPKATHBIA PUTM
(pUTM «COH—OOIPCTBOBAHNE») M MPOU3BOAUT TOPMOH
cHa MenaroHuH. [ pynna uccnenosareneit Hanmonams-
HOTO WHCTHTYTa 370pOBbsl [epMaHuu OOHapyxkwuia,
YTO MarueHTs! ¢ cuHApoMoM WAGR wmm marueHTs! ¢
M30JIMPOBAHHON (CIIOpaguUecKOl) aHUPUAUEH UMENTH
MEHbIINEe 00bEMBI IIUIIKOBHIHOTO TENa, CHUYKEHHYIO
BBIPa0OTKY MeJIaTOHWHA M KaK CIIEJCTBHE ATOTO, pas3-
JUYHBIE HapyLIeHHWs] CHA. OTH BBIBOJBI HABOIAIT Ha
MbICIIb, YTO TeH PAX6 urpaer BaxHYyI0 poJib B pa3Bu-
TUU U QYHKIMOHUPOBAHUH IIUIIKOBHIHOTO TEJa.
[Ipodeccop, 3aB. kadenpoit opransmonoruu [lko-
Jbl MEIUIMHBI YHUBEpCUTEeTa IITata BupmxuHus
(CIIIA), pykoBonuTeIb HAy4HOTo KomuTeTa Mexay-
HapoaHoro ¢onna anupuauu Peter A. Netland B g0-
Kiaze «Xupypruyeckoe JieueHue I1ayKoMbl M KaTapak-
ThI y IALMEHTOB C BPOXKACHHON aHUPUINEI») OTMETHIL,
YTO CaMblil pacOpOCTPAHEHHBIA BO3PACT Pa3BUTHL
KaTapakThl y JaHHBIX maureHToB oT 9 go 28 ner. U
XOTSl BCE MBI — M HAIMEHTHI, U JIOKTOpa BCEraa Mpu
0001 XUPYpruM ornacaeMmcs aHUpUIUHHOTO GUOpO-
3a, OOBIYHO OIEPALIUH 110 YIAICHUIO XPYCTaINKa IPO-
XOAST yAayHO. [TTaykoma y MalMeHTOB ¢ aHUPHUIUEH,
KakK MpaBHJIO, Pa3BUBAETCS YK€ B JETCKOM BO3pacTe.
Cpenu manueHToB MexayHaponHoro (oHJa aHUpPH-
MY CPEAHUN BO3pAcT pa3BUTHs INIAyKOMBI — 8,5 JIET.
Taxum oOpa3oM, Kk 8 rogaM yke MOJIOBHHA NAIlIEHTOB
C aHMpUAMEH WMMEIOT TiaykoMy. [Ipu KoHTpose BHY-
TPUIIIA3HOTO JABJICHUSI HAJO YUYHUTHIBATh, YTO Y MHO-
T'UX TAIEHTOB C aHUPWAHEH HAOIIOMAeTCs YTOJIIe-
HUE POTrOBHUIBL. XHUPYPTUYECKOE JICUEHUE Yy NeTeH C
AQHMPHUIUEH CBSA3aHO C MOBBIIICHHBIM PUCKOM MHTpA- U
IIOCTONEPANMOHHBIX OCJIOXKHEHUN. B Mupe m3BecTtHO
50 000 BO3MOXKHBIX KOMOWHAIIUW aHTUIIIAYKOMHBIX
Karesnb. B CBsI3M ¢ 3TUM pelieHne 0 NpUMEHEHNH XH-
PYPrudecKoro jJedeHus HaJ0 MPUHUMATh OCTOPOKHO U
TOJIBKO B T€X CIydYasx, KOIja MEeIUKaMEHTO3Has Tepa-
nust He 3QdextuBHa. [Ipu anupuaKM peKOMEHI0BaHbBI
3 BuJa omepanuii: TpaOeKyJIOTOMHUs, TPaOeKyIIKOTO-
MU ¥ BO3MO)KHA UMIUIAHTALIMSA KlanaHa Axmena.
Odramemonor bonmape B.A. (ximHuka «®DeHre-
3u», Poccust) BeicTyMI ¢ goKIaaoM «Pucku umiuian-
TaIH UCKYCCTBEHHOM pay’KKH y MAIIHEHTOB C BPOXK-
JICHHOW aHupuanei». JIokas ObII MOCBAIICH aHAITHU3Y
OCJIOKHEHUHN IMOCJE HWMILIAHTAlUA HCKYCCTBEHHOU
pamyXKKu TpH BpOXKACHHOW aHupuiauu. beum mon-
poOHO mpescTaBIeHbl TOKa3aHMs, KOTOPBIMH OOBIYHO
PYKOBOJICTBYIOTCS IPU MMILJIAHTALMH UCKYCCTBEHHOM
panyxku Bpauu-o¢pTanbMoinoru. llempro uMIiaHTa-
MU MCKYCCTBECHHOW PaJyKH CUUTACTCS CHI)KCHHE
YPOBHSI CBETOOOSI3HH, TIOBBIIICHNE OCTPOTHI 3pEHUS U
yIIyqIIIeHre KocMeTuaeckoro 3¢ dexra. OmHaKo momy-
YECHHBIC JTAHHBIC TOBOPST O JPYTUX MPUYMHAX HU3KOU
OCTPOTHI 3peHus. Yaie npuurHaMu c1a00BUACHUS SIB-
JISFOTCS. OPraHMYECKUE TOPAKEHHUS MAKYJIIBI U 3pUTEITh-
HOTO HepBa. MIMIUTaHTanMs MCKYCCTBEHHOW pally’KKU
HE pelraeT 3TH NpoOJIeMbl, HO CBSI3aHA C PSAIOM OCIIOXK-
HeHuil. DTo BropruyHas raykoma — B 52%, ycuiieHue
(Hauano) keparonatuu — B 47% ciryyaeB HaOIIOAAIOTCS
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B IIEPBBIH 7K€ IOl MOCie ONepalyy, a Takke TH(heMbl;
YBEUTHI; aHUPpUIUIHBIN prOpo3. [lonmyueHHslie aBTopa-
MM pe3yJbTaThl 10Ka3bIBAIOT, YTO UMILIAHTALIUS UCKYC-
CTBEHHOM Paly’KKH, 0COOCHHO €CIT BPOXKICHHAsI aHU-
puaus BbI3BaHa MyTaluei B rene PAX6 nnu nenenueit
11 XpOMOCOMBI, KATETOPUYECKU HE PEKOMEHI0BaHA.

[Ipodeccop Arne Vinstenz — Bexymmii xupypr ['ep-
MaHCKOTO aHmpuauiiHoro nenrpa (Caapnenn, [epma-
HUS) BBICTYNHJ C JOKJIAIOM «XHUPYPIHS TJIayKOMBI
IIPU BPOXKIACHHOW aHUpUAUW». JIOKIAqUUK OTMETHII,
YTO aHTUIVIAYyKOMHBIE OIEpalUU y AETel ¢ BPOXKACH-
HOW aHUPUUEH UMEIOT PsAJl 0COOCHHOCTEH, 8 MMEHHO:

— JlazepHas xupyprus yrjia mnepeiaHeil Kamepbl
(VIIK) nns camwkenust BIJl He mpencraBisieTcst BO3-
MOXKHOH.

— Brimonaenrne MUKI0(QOTOKOATYNISINN 3aTPy/IHE-
HO B CBSI3M C aHATOMUYECKHUMH OCOOCHHOCTSIMU Paciio-
noxxenus nunrapHoro tena u YIIK. Kpome toro, mis
LUKIO(POTOKOATYJISIUN XapaKTEPHBI YacThbIe TMOCIIEO-
MepalMoOHHbIE OCIOKHEHHUS, TAKUE KaK BBIPaKEHHAs
BOCHAIINTEIbHASI PEAKLIKsl, TOBPEKICHUE 30HYIIAPHBIX
CBSI30K, NPUBOJALICE K IMOCIEIYIOIIEMY IOABBIBUXY
XpyCTalnKa, yCKOpeHHe (OPMUPOBAHHS NPECEHUIb-
HOM OCIIO)KHEHHOW KaTapakThl.

— Tpabekynotomusi — Gosiee MPEATTOUTUTEIBHBIN
METOJI XMPYPru4eCcKOro BMEIaTeIbCTBa, YeM TpadeKy-
JIO9KTOMMUSI B CBSI3U C HU3KUM PUCKOM pa3BUTHSI aHU-
puaniinoro GuoOpo3a U BO3MOKHOCTHIO BBITIOJIHEHUS
npu HEOOXOIMMOCTH TOBTOPHOW omepanuu. Ho BbI-
MOJTHEHHE €€ 3aTPYJHEHO TEXHUUECKH B CBS3H C aHATO-
MUYECKHA HEMPaBUIBHBIM PACIOJIOKEHUEM IIIJIEMMOBA
KaHajla ¥ CHUKCHHEM €0 BU3yau3aluu.

— Hcnonb3oBaHue IpEeHAKHBIX CUCTEM (KJamaHa
Axwmena, umruianta Baerveldt) cBs3aHO ¢ BBICOKHM
PHUCKOM TIOCIIEONEPALIMOHHBIX OCIIOKHEHUH.

[Ipu Xxupypruyeckom JIedeHUH TIIayKOMbI y TaleH-
TOB C aHUPUIMEH XapaKTEpHBI CIEAYIOIINE OCIOKHE-
HUSI: UHTPAOTIepalliOHHbIE — TOBBIIIEHHAs! CKJIOHHOCTh
K TeMOpparusM 1 SKCCyAalnu; OCIE0NepalluOHHbIE —
4acToe OTCYTCTBHE THIOTEH3UBHOTO 3dddekra u3-3a
pa3Butusi GUOPO3HOTO CHHIpPOMA U PyOlIeBaHus, pa3-
BUTHUE IJUTEIbHON TMIIOTOHUH, OTCIONKH COCYIUCTON
ob6omoukn 6e3 HopMmasmmzaruu BIJl, ¢ mocneayrommm
pa3BuTHEeM arpoduu TIa3Horo soioka. [loBropHBIE
AQHTUTIIAYKOMHBIE BMEIIATENILCTBA y OONBHBIX C aHH-
pUAMEN HY>KHBI Yallle, YeM MU JICUCHUH ITIayKOMBbI Y
[ALMEHTOB, HE CTPaJAIOIUX aHUPUIUEH.

B nocneanwnii 1eHs paboThl KOHPEPEHIUU JOKIIA-
YUK OOIIAIMCh C ManueHTaMu. JJoCTYymHBIM U1 HUX
S3BIKOM OBUIH M3JI0KEHBI OCHOBHBIE MOMEHTHI JIOKJIa-
JIOB, MAIIMEHTBl CMOINIM 3aJaTh BONPOCHI U MOJYYHUThH
BCEOOBEMITIONINE OTBETHI 10 BCEM MHTEPECYIOIINM UX
aCIeKTaM JIeYeHHUs, IMarHOCTUKH U PeaOuIUTaIINH.

Taxum o6pazom, [1I kondepenys no anupuan 3a-
TPOHyJIa MHOTHE aKTyaJbHbIE MPOOIEeMBbl 3TOrO 3a00-
JIeBaHUS U BBI3BasIa OOJIBIIION HHTEPEC KaK CO CTOPOHBI
0(TaTbMOIIOTOB, TaK M CO CTOPOHBI ITAITUEHTOB.

Mamepuan noocomosnen
JLB. Kozonesoui u A.O. Tapacenxosvim
(Mockea, HUU 2nasnvix bonezueti um. I ervmeonvya)



