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Ciyyaii U3 NPaKTHKHU

CUHAPOM LAURENCE-MOON-BARDET-BIEDL

B. C. MoHomapuyk, npod., H. N. XpameHKo, kaHa. Mef. HayK

'Y «<MIHCTUTYT rnasHbix 6one3Hel n TkaHeBol Tepanun um B. M. ®unatosa HAMH YkpauHbl»

Cmamms npucesuena aKmyanvrii npoosemi opmanvmonoeii — maicKomy eeHemu4Ho 00YyMOGACHOMY
CUHOPOMY, OOHUM i3 NPOsGi K020 € NieMeHmHa ampogis cimKiexku. ABmopu Hagoosams cy4acHi AimepamypHi
O0ari w000 KAIHIMHUX NPOABI UbO2O 3AXEOPIOEAHHS MA HA NIOCMABI BAACHUX CNOCIMEPENCeHb 3 KiNbKOMA X60-
puMu pobasimv 8UCHOBOK NPO HEOOXIOHICMb Npuay4eHHs 00 iX AiKyeanHs pisHux cneyianricmis. s intocmpauii
ocobaugocmeli 0AHHO20 CUHOPOMY HABeOeHO KAIHIYHUL NPUKAAO 3 0eMAaNbHUM AHANI30M 1020 KAIHIYH020 nepe-

biey Ha npoms3i 080X poKie cnocmepeiceHHs.
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Beenenne. [TurMeHTHAS nereHepalns ceTIaTK —
TSDKEJIOe TEHETHMYECKM OOYCIIOBJIEHHOE 3a0oJieBaHME,
MPUBOISIIEe K CIETOTe MAllMEHTOB MOJIOIOTO TPYIO-
cITocobHoro Bo3pacta. [1o MHEHHMIO HEKOTOPBIX aBTO-
POB, TIOYTHU YETBEPTH CIIy9aeB MUTMEHTHON IereHepa-
MU CeTYATKN COCTaBIISIIOT CMHApPOMBI bapmer-bumis
(Bardet-Biedl ) u Ymepa (Usher ) [13].

Anrimiickue odtaabmoniorn John Laurence u
Robert Moon B 1866 I. BbIAETWIN B OTAEIBbHBIIA CUH-
IPOM TIMTMEHTHBI PETUHUT B COYCTAHNH C OXKUPEHU-
eM ¥ runoreHuTanu3Mom [14]. B 1920 r. ®paniry3ckuii
Bpau G. Bardet BKJIFOUmII B cCOCTaB CHHIPOMA TOJIMIAK-
TAINIO, B 1922 demrckuit (pU3MOJIOT U SHIOKPUHOJIOT
A. Biedl onncan nmpu 3TOM CUHApOME TIPU3HAKU YM-
CTBEHHOM oTcTanoctu [1].

B Hacrosimee BpeMs B IUTepaType 3TOT CUHIPOM
HasplBaloT Kak Bardet-Biedl cuampom (BBS), xoto-
PBIl XapaKTepu3yeTcsl OOJIBIINM CIIEKTPOM KIIMHWYE-
CKHX IIPU3HAKOB, OMHAKO KapIWHAIBHBIMHU SIBIISIIOTCS:
MAJIOYKO-KOJIO0YKOBASI IeTeHepalls (MHOTIA ee Ha3hl-
BAaIOT aTUIMMIHBIA MUTMEHTHBIM PETWHUT), MOJHMIAK-
TAJINS, OXXMPEHNE [EHTPAILHOTO TeHe3a, YMCTBEHHAsI
OTCTAJIOCTh, TUIIOTOHAIW3M M pPEHaJlbHAsA ITUCOYHK-
mus. [To MEeHMIO aHIIMiicKUX aBTOpoB (Beales u co-
aBT., 1998) [4], 3TOT cMHIPOM OTIMYaeTCs OT Ooiee
penko BcTpeyarolnero Laurence-Moon cuHIpoMma, IIpu
KOTOPOM peTUHAIbHASI MUTMEHTHASI IeTeHeparus, yM-
CTBEHHAsI OTCTAJIOCTh ¥ TUIIOTOHAIU3M BCTPEYAIOTCS B
COYETaHUM C TIPOTPECCUPYIONTAM CITACTUISCKUM T1ape-
30M U OUCTAJTbHOM MBIIIEYHO C1ab0oCThI0, HO 0€3 T10-
JINIAKTUIINAMN.

MoryT BcTpedaThCsi, HO HeoOsI3aTeIbHO, IpPYyTue
npu3Haky [4]: renatodnOpo3, caxapHbIil TUAOET, CHU-
JKEHUE CJIyXa, aCTMa, BPOXICHHBIC aHOMAJIUK CEPIIIa,
aHOMAaJIMM NEHTBI, HEIOPa3BUTHEC HUXKHEHN YeTIOCTH,

HeOOJIbIION POCT, OTCTaBaHUE (PU3UUYECKOTO Pa3BUTUS,
HapylleHWe pedu, yXyalleHue ciyxa, M30JIMPOBaHHBIC
CTPYKTYpHBIE HapylleHHs Mo3xkeuka (1mo maHHbiM KT
u MPT). OtMeuaroTcsl TpyAHOCTY C TAKUMU NETbMU B
JIETCKOM BO3pacTe M3-3a 3MOLIMOHAJIBHBIX BCITBIIIEK,
dbpycTpaiuy, HeTMOKOCTH, Yy HUX OTPAaHWUYEH CJIOBap-
HBII 3aI1ac, MHOTHE U3 HUX MPEANOYUTAIOT PYyTUHHYIO
paboty [4]. BBS gBnsieTcs ayToCOMHO-PELIECCUBHBIM,
TeHETMYECKU TeTePOTeHHBIM, ¢ 14 JIoKycaMu Hapylie-
Huit: [5, 16]. Jlokyc 1 BBS 1 — (11q13) BoBiekaercs
Haubosee yacto — B 45 % ciyuaes [4]. MyTaiuio reHa
BBS6 eure HaswiBator McKusick-Kaufman syndrome
[22]. O4eBUIHBIX T€HOTUIMUYECKUX-DEHOTUITUYECKUX
KOPPENSIIUi MEXIYy HapylIEHUSMU B Pa3IUYHBIX JIO-
Kycax He BbISIBJIEHO [4].

Bcetpewyaemocts: 1 ciyyvait Ha 150 000—160 000 ve-
JIOBEK B eBporneiickoil monyasauuu u CeBepHoil AMe-
pUYIKE, HO B TOITYJISILIUSIX C BBICOKUM YPOBHEM POJCTBA
Y U30JIMPOBAHHBIM MTPOXUBAHEM BCTPEYaeMOCTh 3Ha-
YUTENbHO Yalle —Hanpumep, 1 cayyait Ha 13 000 yeso-
Bek B Hetodbaynanenzae [17].

CornacHo pabote Beales u coaBt (1998) [4], KoTO-
pble TIPeCTaBUIN Pe3yJIbTaThl Haubosiee BCeoObeMITIO-
1ero v nosHoro ucciaegoBanus 109 mauueHton ¢ BBS,
TPOXMBAIOIINX B AHIJIMU, COOTHOILIEHWE MYXYUH U
>KeHIIUH ObL10 paBHo 1,3:1,0. I3 aHamMHe3a U3BeCTHO,
YTO TIPU POXKICHUM TaKUX JIETEU B CPeIHEM BEC UX OBLT
paBeH 3370 1, B OOJIBIIIMHCTBE CllyyaeB OEPEMEHHOCTh
npotekana 6e3 ocyioxHeHuit. luarno3 BBS B cpeaqnem
yCTaHABJIMBAIU B 9 JIeTHEM BO3pacTe, BIIEPBbIE POIM-
TeJM OTMEYaIM HapylleHUsT OObIYHO B 3—4 JieTHEM
Bo3pacTte (T.e. MOHAmOOWICA MPUMEPHO 6 — JETHUIA
WHTEPBaJl BpeMEHU ISl YCTAHOBJIEHUS] OKOHYATETbHO-
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ro IMarHo3a, 4To OOBSICHSIECTCS MEIJICHHBIM IIPOSIBIIC-
HUEM TaKuX MPU3HAKOB, KaK MUTMEHTHBIN PETUHUT U
peHasbHAS TUCHYHKITAS).

I1a109K0B0-K0,1009KOBasA MereHepamus (ITMTMEHT-
HbII peTUHUT) onpeaesercs B 93—100 % ciyyaes [1—
16] 1 3T0 — KIJIIOYEBOI KPUTEPHUIA JUIST YCTAHOBIICHUS
nuarHo3a BBS [4]. Odranpmonornyeckue mpu3HaKu
BKJIIOUAJI TakKKe HUCTAarM, MHUOIIAIO, aCTUTMATH3M,
CcTpabu3M, KaTapakTy, LiBeTOBYIO cjienoty. M3aMeHeHus1
IJIA3HOTO THA BapbMpPOBAJIM: BCTpedasach MaKyJIoIia-
THSI Pa3IMYHOM BBIPAKEHHOCTU, AUCTPOGMUS B BUIE
ObIUbEro rJasa, Iepudepuyeckas «reorpadudeckas»
atpodusl, y4aCTKM MPEeKPaCHO COXpaHUBIIEHC DYHK-
LMY Majioyek B MaKyJie U abCOMIOTHO HepabOTaIOLIUX
Konoouex [10], arpodust 3puTeIbHOTO HEPBA.

[lepBblc mpU3HAKKU CHUKEHMS 3PSHUS B CyMepKax
[19] B cpemHem oTMeuaroT B 4 JIeTHEM BO3pacTe, a IIpo-
0JIeMBbI CO 3pEHMEM IPU THEBHOM cBere — K 6—7 ro-
naM. PonuTenu 3aMevaroT MosIBJICHNE HOYHOM CJICTIOTH
Y CBOUX JIeTel B CPEIHEM CTapile 8 JETHEro BO3pacTa.
Bo3spact, mpy1 KOTOpOM perucTpupoBaIu CJICIIOTY, Ba-
pbupoBai oT 8 10 43 JeT u B cpegHeM coctaBui 15,5
net [4]. 1o ganaeim Klein u coasr. [4], 73 % ux maun-
€HTOB a0COMIOTHO ocierui K 20 romaM, a 86 % — k 30
rofiaM, y OCTAJIbHBIX — 3PEHME 3HAYUTEJIEHO CHIKECHO.
Korpa cpaBHMBanu pa3BuTHE B IMHAMUKE OOBIYHOTO
HaCJIeACTBEHHOTO MUTMEHTHOTro petuHuUTa 1 BBS, TO
3puTeNIbHBIEe HapyleHus: pu BBS HacTymanu pansblie
U MOYTH Bce mauueHThl (98 %) Tepsiiu 3penue mo 30
JIETHETO Bo3pacTta. B cpemHeM oTMedain CKOpOCTb ITa-
nenus 3peHus — 0,1 B 3 rona [19] u koHueHTpUUeckoe
Cy;XEeHUe TI0JISI 3peHMsI Ha 3 Tpagyca B TOI Py Ha0JIIo-
NEHUY TTaIIMEHTOB B TeUeHUE 9 JIeT.

Jwcku 3putenbHbIX HepBOB (I3H) 1 peTnHanbHbIE
COCyIbI HE OTJIMYAJIMCHh OT HOPMBI y IETeH MIIAIIIETO
BO3pacTa, MoOJeMHEHNE TUCKOB M CYXXKeHUE AuaMeTpa
cocynoB mposiBiisiiuchk noszxe. Ilo manHeiM Riise R.
¥ coaBT. [19], ycuaeHre MUTMEHTAalMU MaKyJIbl U I10-
osnegnenue JI3H npoucxoaut kK 6—7 romaM, M3MEeHEHNE
MUTMEHTa Ha cpenHeit reprudepuu K 13 romam mo Ty
KOCTHBIX TeJIeIl, HO BCTpeyasach ¥ aTUITMIHAS (popma.

Jacobson SG u coasrt. [10] oTMeTHIM BBIpaXKeH-
HOe CHIDKeHUE cBeToBOil yyBcTBUTENbHOCTH (CY) 11eH-
TpaJIbHOM 1 TiepudepruyecKoil ceTyaTku mpu GOoTOIM -
YEeCKOM M CKOTOIIMYECKOM CTAaTUYECKOU MNEPpUMETPUM
K 10—15 rogam xu3Hu. [To mTaHHBIM pa3HBLIX aBTOPOB,
CBETOBAasl YYBCTBUTEILHOCTD TIpUMEPHO Ha 2 log units
MEHBIIIe HOPMBbI, B JUHAMIUKE YMEHbIIASICh B CPETHEM
Ha 0.19 log B roxn [7] u He meHee, ueM Ha 0.5 log unit B
neKamy Xu3Hu [15].

Ronald M. Hansen u ap. [21] HacTanBaioT Ha paH-
HEW NUarHOCTUKE ITUX U3MEHEHUI C LIEJBIO TPUOCTA-
HOBJICHUSI CHYDKCHUS 3pUTEJIbHBIX (DYHKIIMHI 1 TIEPUOL
BPEMEHH TIPU MOKA3aTeSIX CBETOBOM YYBCTBUTEILHO-
ctu 1,0—3,0 yor.el. HA3BIBAIOT «OKHO BO3MOXHOCTE»,
KOTJa eIlle BO3MOXHA JIeyeOHasl «<MHTePBEHIIUST», TIPH-
BOJSIIAS K IIEPHOTY CTAOMIIM3AIINH.

ITo nanueiM Ronald M. Hansen [21], moka3aTenu
CY yxyamaoTcsl ¢ BO3pacTOM M CBSI3aHBI C ereHepa-
el POTOPELEeNTOPOB M TMOCTPEIEIITOPHBIX KIIETOK
[11], mpryeM coCcTOsTHME TEMHOBOI aganTalun Koppe-
JINPYeT ¢ YMEHBIIIEHUEM IraMeTpa apTepuoi. Paccma-
TpuBasi (DAKT MCTOIICHUSI COCYIUCTON CETH, aBTOPHI
YKa3bIBalOT Ha YMEHBIIICHNE TOJIIUHBI 9KCTPALICIITIO-
JIIPHOTO MaTPUKCa PETUHAJIBHBIX COCYIOB M Ha TTOJIOM-
Ky MEXaHMU3MOB ayTOPETyJISIINU KPOBOTOKA.

Daekrpodusnoorniyeckue ucciaenopanusa. Riise R
1 coaBT [19] BBISIBIIIM OTCYTCTBHE OMO3IEKTPUICCKOM
AaKTUBHOCTH CETYATKU Ha 3JIeKTpopeTuHorpamme (DPT)
B CKOTOITMYECKMX YCIOBUSIX (TTaJIOYKOBBIE (hOTOpELIEIT-
TOPBI), CHUXKEHUE aMIUIMTYIbl MeJIbKaIome (KoIoou-
koBoit) OPI' y momasssitonero uncia nauueHToB. [1o
JIUHaMUKe 3a00JIeBaHUsI OTMEYEHO, UYTO €l1ie K 5 JIeTHe-
My Bo3pacTty nokasarenu DPI 1 3putebHO-BBI3BAHHBIX
noreHmanaoB (3BI1) B ocHOBHOM OJM3KM K HOpME
(rmoaTomMy pekoMeHmyoT mpoBoauTh DPI He paHee 4
JIETHEro Bo3pacTa), Ho yxke K 10 rogam B 90 % ciryuaeB
oTMeuaeTcsd ssBHoe cHuxkeHue amrutyasl DPI oTBera.
YeTtkoit Koppeasaiuu Mexny amrumnTynoit OPI oteera u
IUTOIIANBI0 (DYHKIIMOHUPYIOIINX YIACTKOB IIOJIEH 3pe-
HUS HE BBISIBIICHO [9]. DIeKTpoOoKyIorpaMMa IOKa3bl-
BaeT MOBpEXIeHNUE MMTMEHTHOTO anuTeaud [12].

Mopdoaornueckue uccaenopanusd. [1pu nposene-
HUM OINTUYECKOM KOTEpEeHTHOI ToMorpaduu Ha Tpu-
6ope Beicokoro paspereHus [8] (Fourier-domain OCT)
y maureHToB ¢ BBS1 1 BBS10 reHoTunomM BuISIBIIEHO,
YTO B MaKyJISIPHOI 00JIACTH CeTYATKU COXpPaHEHBI BHY-
TPEHHUE CJIOU U HAPYXXHBIN SIIePHBIN CJIOM, pa3pylle-
HBI CJIOM BHYTPEHHUX M HAPYXHBIX CETMEHTOB (POTO-
PELeNTOPOB, UCTOHYEH CJIOW MMUTMEHTHOTO SIUATEINS.
B mipenenax ¢oBeosbl CJI0M BHYTPEHHMX M HAPY>KHBIX
CEeTrMEHTOB (POTOPELIENTOPOB YMEHBIIIEHBI, OMHAKO B
HEKOTOPBIX CAYJasIX UACHTU(UKAIINS 3TUX CJIOEB OblIa
HEBO3MOXHA BCJICICTBUE MX PE3KOTO UCTOHYCHMS, HE
OIpeneIIsuICs PECHUIHBIH cy10ii (connecting cilia — CL)
MEXIY CerMeHTaMM (poToperienTopoB. TaksKe BBISIBIIS-
JIMCH AEMO3UThI BOJIU3U Win nog MeMOpaHoit bpyxa. Ha
¢moopecieHTHOI aHTuorpadun — (poBeoMaKkyJsipHast
runepdmoopecueHuus [7].

B skcnmepuMmeHTe Ha MOmEIW 3TOrO0 CHHIpOMA
Muhammad M. Abd-El-Barr u coast., 2007 [18] Obl10
ITOKa3aHO HapyllIeHWe TPaHCIIOpTa OIICMHA U POIOII-
CMHA U3 BHYTPEHHEIO CerMeHTa (POTOPEeLenTopoB K
HapyXXHbIM, OOYCJIOBJIEHHOE IMOpaxkeHueM O0a3albHbIX
Tejel pecHUYek (cilium), coemMHSIIONMIMX HapyXKHBIE
U BHYTPEHHHME CeTMEeHThI (poTopenenTopoB [3], 4yTo B
JIaJbHEHIeM BeleT K AereHepa (hOTOPeIeITOPOB,
a Takxke JedeKT CMHANTUYeCKO# mepegayn oT GoTo-
peuenTopoB KO BTOPBIM HEMPOHAM 3pUTEJIbHON CUCTE-
Mbl. [lepBrnuHOEe mopaxeHue (HOTOPEENTOPOB IIOJI-
TBEPKAACTCS TIPU THUCTOJOTUYECKOM MCCIICIOBAaHUHI
IJ1a3, B3STBIX TOCMEPTHO y 601bHBIX BBS [18].

B cBa3u ¢ TeM, 4YTO CYILIECTBYIOT TPYOHOCTU B
YCTAaHOBKE IHMAarHo3a BCJEACTBHE OCOOCHHOCTEH Iia-
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TOJIOTMH, HEKOTOPBIE aBTOPHI IIPEIIaraloT aJTOPUTM
00s13aTe/IbHbIX MCCIEA0BAHUI, B KOTOPbIA BKJIIOYAIOT
2JIEKTPODUZNOIOTUIECKIE METOAbl  MCCIIeIOBaHUS
oprana 3peHus (OPT u 3BIT) nna nuarHoctuku nere-
HEPaTUBHOTO MpoIiecca Majoyek 1 KOJ0oueK KaK yHU-
BepcajibHOTO Kputepust cuHapoma BBS daktuuecku y
100 % GonbHbIX [4].

A. C. HoBoxarckum u B. C. [ToHomapuykoMm [2]
obcaenoBaHo 38 OGOMBHBIX ¢ cuHApoMoM JloypeHca-
Myna-bapne-Bbumns B Bospacre ot 6 10 31 roga. Cpenn
obcienyeMbix — 21 neBouka u 16 mampunkos. [Tomu-
MAKTUJINS Ha BCEX KUCTSIX M CTOMaxX — y 3 4esloBeK, y
22 — MOMWOAKTUIVS U CUHIAKTWINS — Ha TpeX KO-
HEYHOCTSX, a y 12 — Ha aByX. Y BcexX OONBHBIX ObLIa
pPa3IMYHON  BBIPAXKEHHOCTH  agUITIO30TeHUTAIbHAS
auctpodus. OOBIYHO POAUTEIN 00pallaId BHUMaHNUE
Ha M30BITOYHBIN Bec pebeHKa mociie 6—7 JeT, 10 3TO-
ro OXHWpeHHue TPUHUMAIOCh 3a HopMy. HapyieHnume
3pEHUST OTMEUAJIOCh Y HUX C 4—5 J1eT, yMCTBEeHHAsT He-
TOJIHOIICHHOCTD, KaK IPaBUJIO, OMpenessiach TOTHA,
KOrja MeTH HauyWHaau yIuThesa. OcTpoTa 3peHUsT Ba-
pbupoBaina ot 0,1 mo 0,4. OTMeYaoch CHIDKEHUE CBe-
TOBOM YYBCTBUTEIBHOCTU PA3IUIHON BBIPAKEHHOCTH.
OPT 6b11a morameHa. [Ipu o¢pTaJbMOCKOIMMKM — BOC-
KOBHMIHBII OTTEHOK JAMCKA 3pUTEILHOIO HEpBa y 7 4ye-
JIOBEK, CKOIICHNEe TUTMEHTA y INUCKa — y 8 YeJIOBEeK, y
OCTQJIbHBIX — COCTOSTHME OMCKOB B IIpeneIax HOPMBI.
Y 52 % GonbHBIX — CyxXeHMe Kaaubpa apTepuil cer-
yaTKU. MakymsipHble pedIeKchl MCKaXKeHbI WX MOJI-
HOCTBIO OTCYTCTBOBAJIM Y BCEX ITAIlMEHTOB, OTMEYaIN
W3MEHEHHE IMUTMEHTHOTO JIMTENNS, 10 Tepudepun
IUCTporUIecKre NU3MEHEHUS pa3IMIHON CTETICH! BbI-
PaXeHHOCTH M KOH(MUTypalvy, HaJWIde TUITMIHBIX
«KOCTHBIX» Tejlell Habmonanoch peako. OObIYHO MUT-
MEHTHBIC OUaXKW OBLTA B BUIIE OTIASIBHBIX CKOTUICHUI
MO CeTYATKOM, JecKBaMalus IMTMEHTHOIO SIIHTe-
JINST — B BUIIE OTACIbHBIX ITOJICH.

B Hacrogiuee BpeMsi Mbl HabJilogaeM HECKOJb-
KO Takux 00JibHbIX. [IpMBOAMM KJIMHUYECKHIA mpuMep
OIIHOTO M3 HUX:

Tatesana T., 17 netr, Habmwogaercsas B MHcTuTyTe
IIa3HbIX OoJie3Hel u TKaHeBou Tepanuu uMm B. I1. ®du-
JIaToBa B TeUCHME IBYX MOCIeaHUX JieT. M3 aHamHe3a:
poaunach OT IepBoil 6epeMeHHOCTU, POJbI B CPOK, 0e3
natonoruu, Bec 3800 1., pocT 52 cM, MOJIMAAKTUIIAYN HET.
HckyccrBeHHOe BckapmiauBaHue ¢ 1 mecsita. Pocina u
pa3BuBajach 10 6 JIeT COOTBETCTBEHHO CBEPCTHUKAM,
OIIHAKO BCeTAa OTMeYasicsl M30BITOYHBIN Bec. B 8 yet-
HEeM BO3pacTe OCTpoTa 3peHus cHu3miach 10 0.3 Ha
o6oux ria3ax, B 11-nerHem — no 0,02, He KOppUTUPO-
Bajock. OgHako obydaynach B 00IIe00pa30oBaTe/IbHON
mKose 1o 9 kiacca. CoOCTOUT Ha y4eTe Y SHIOKPUHOJIO-
ra ¥ HEBpOMaToJiora o nosoay cuHapoma JloypeHnca-
Myna-bapner-bumrs ¢ §-neTHero Bo3pacra.

B HacTos11Ie e BpeMsI: OCTpOTa 3peHMS IIPABOTO IJ1a-
3a coctapnget 0,01, teBoro — 0,04; He KOppUTUpYyeTCS.
Pedpakims paBoro rinaza —1,0 it —3,0 ock 90 rpan.;

nesoro rmaza —1,0 uun — 1,0 ock 90 rpan. YaerpasBy-
KOBasi OMOMeTpHsI: TIpaBhIil 171a3 — 24,98 MM; JIeBbIit
a3 — 24,82 mm. ITopor 351eKTpu4ecKoii 9yBCTBUTEIb-
HocTH 10 (pocdeHy Ha mpasBoMm rnasy — 600 MKA; Ha
JIeBOM — 234 MKA; KOHILIEHTPUYECKOE CYyXXeHHe TTOJIS
3peHus1 10 5 rpaaycoB Ha 00OuX Iyia3ax.

IIpn ocMoTpe — MENKOpa3sMaIlIUCThIi TOPU30H-
TaJbHBI HUCTArM, Ha TJIa3HOM JHE OTMEUaeTCs TT00JIeI-
HEeHUE OUCKOB 3pUTEIBHBIX HEPBOB C BUCOYHOI CTOPO-
HBI, CY;KEHHME apTepuii, MX W3BUTOCTb. MaKyIsipHbIE
pedIieKChl He OIpenesIsTIoTCs, YCWICHNE MTUTMEHTAIIuN
MaKyJIbl, C TUCTPODUIESCKIMH MEIKUMU odaramu. [1o
neprudeprur — KapTUHA «[TapKETHOTO» IIa3HOIO AHA.

DeKTpOoPU3NOJIOTUYECKUE UCCICIOBAHMSI, TTPO-
BeACHHbIE Ha KOMIIBIOTEPHOM KoMmIuiekce Retiscan
(Roland) mokazanu, 4YTO aMIUIUTyda 3pUTEIBHO-
BbI3BaHHBIX ToTeHIManoB (P-VEP) Ha wactoTel mar-
TepHOB 1° 1 0°15' mist mpaBoro 171a3a paBHsuIUCh 1,53 pV
u 2,85uV COOTBETCTBEHHO, Ha JICBOM IJIa3y IS 00eHnx
4yacToT ObLIM paBHBI B cpeaHeM 1,5 pV, uro B 3—6 pas
HUXXE HOPMBI; OTMEYAJIOCh YJUIMHEHHUE JIATEHTHOCTU Ha
10—15 % nna 3y6ua N75 u go 19 % g 3youa P100.
AMIUTMTYa 3pUTEIbHO-BBI3BAHHBIX TOTCHILIMAJIOB Ha
BCIIBIIIKY Ha IIPaBOM IJ1a3y Obl1a paBHa 2,12 1V, Ha Je-
BoM 3,3 UV, 4TO TakKe 3HAUUTEJIBHO HUKE HOPMBI.

AMILIUTYIA BOJHBI «b» CKOTOMMYECKON 3JIEKTPO-
petuHorpammsl (DPI') Ha oboux Tazax CHIXKEHa J0
42,5 uV;, aMIumTyna BOJHBI «a» MakKcMMasbHOi DPT
7,6 UV u BoaHbI «b» 48,4 1V (npu Hopme 300—600 pV).
IIpu uccnegoBanum goronuyeckoi raHugenpi- DPI
aMITJINTYA KaK BOJIHBI «a», TaK U «b» TakxKe ObLIa CHU-
xeHa 1o 4,2 uV u 22,5 uV cooTBeTCcTBeHHO. MebKaio-
masg DPT na 30011 BocmpousBoauiach ¢ aMIUTUTYIOM
12,8 uV. Jannsie D®U noarBepXaaloT TUCTPOGdUYe-
CKMe M3MEHEHMSI He TOJIBKO B HApYXKHBIX CIIOSX CET-
JaTKu oboux rya3 (¢oTropenentopax —KoOJIOOYKaX M
IMaJioyKax), HO ¥ BOBJICUCHUE B ITATO(PU3NOTIOTUISCKUIN
MPOLIECC CPEIHUX CJIOEB — OMITONSIPOB M MIOJUICPOB-
CKHUX KJIETOK.

ITpoBomuochk MopoMeTpUUIECKOE UCCIICIOBaHNE
CETYATKU METOJOM ONTUYECKOU KOTEPEHTHOW TOMO-
rpacduu, KOTOPOe MoKa3ajao BEIpAXXKeHHOE NCTOHYCHHE
cetyaTku B oBea 10 90—100 uxm, (puc.l u puc.2), a
TaKkKe HaJW4due TUIOTHBIX 3KCCYIATOB B MaKyJISpHOM
ob6iactu 06oux ras.

HccnenoBaHue perMoHapHOIO KpOBOOOpallleHUs
10 JaHHBIM peodHLIedanorpadry MOKa3ajao BhIpaXKeH-
HO€ CHIDKEHHE MO3TOBOTO KPOBEHAINOJIHEHMSI B Oac-
ceiiHe BepTeOpOo-0a3MIISIpHBIX apTepuil (B cpeaHeM Ha
55 % OT BO3pacTHOM HOPMBI), CHUKEHNE TOHUYECKUX
CBOMCTB KPYIHBIX COCYIOB 10 BCceM bacceitHaM.

JlaHHas maneHTKa MPOXOIUT KyPChI OIIePKIBa-
OIIIEeTO MEIUKAMEHTO3HOTO M (DM3UOTEePAIIeBTHUECKOTO
JIeYeHUs IBa pasa B Ton y odraabmosnora. B HacTosiee
BpeMsI COCTOSTHIE 3pUTEIBHBIX (DYHKIIMIT CTaOMIBHOE.

B cBsI3U ¢ TSDKECThIO MaHHOM IATOJIOTMM TaKue
MMAIMeHTHl HYXIAIOTCS B  MYJIBTUIACIUATUIMHAPHOM
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