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<> Karouessie caosa: natrepH-aucTpodus, BUTENIHDOPMHAS JUCTPODHsT B3POCHBIX, PETUKYJIsIpHAST IUC-

Tpodus.

[TaTtTepH-aucrpoduu — 3TO rpymnmna HacaeJICTBeH-
HbIX KJIHHHYECKH TeTePOreHHbIX MaKyJsPHbIX AUCTPO-
uit, XapakTepuayroL1asics MopaKeHUsIMU TATMEHTHOTO
snureaus cetyatku (119C). B 3aBucumoctu ot xapak-
Tepa pacrnpejiesieHusl MUIMeHTa BbIAEJSIOT HECKOJIbKO
KJAMHUYECKUX (OpPM MaTTepH-AUCTPODUHU: BUTEJIH-
thopmHasi IucTpodus B3POCIIbIX, MATTEPH-AUCTPODHS B
BHUJI€ <KPblIbeB 6a00UKU», PETUKYJIsIpHAS AUCTPOChUs,
«fundus pulverulentus», conpoBoxnatoniasicsi rpy6o#
[MUCMEHTHOH KPanyaToCThlO B MAKYJISIPHON 30HE, MYJlb-
TH(OKaJbHAs MaTTePH-AUCTPODHUS.

FEHETUKA

BoJsiblInHCTBO c/lyuaeB naTTepH-auCTpodUU Hace-
JyeTcsi 1o ayTOCOMHO-JIOMHHAaHTHOMY THIy. B To ke
BpeMsi UMeeTcsl 3HaUMTebHOE KOJHUECTBO CHOpPaju-
YeCKHX CJlydaeB 3Toro 3a6oJsieBaHMusl.

Haubosiee uyacto npuuMHON PpasBUTHSI PasJiuy-
HbIX (hOPM MATTEPH-AUCTPOPUH SBJSIOTCS MyTallUH B
rene nepucdepuna/RDS (6p21.1). Koaupyembiii 1au-
HbIM reHoM 6eJsioK nepudepuH mnpejacTaB/seT co6oi
MeMOpaHHbIA TJIMKOMPOTEHH U 00pa3yeT KOMIJIEKC ¢
6eskoMm ROM1 Ha HapyKHbIX cerMeHTax oTopelen-
TopoB. PYHKIMK €ro MoKa elle He 10 KOHLA U3YyUYeHB.
[Ipennosaraior, 4To OH MOXKET y4acTBOBATh B Mpollec-
cax crabuausauuu MemMOpaH Hapy»KHbIX CErMEHTOB
¢oropetienTopoB. MyTaluu B 3TOM reHe MPUBOAAT K
pa3nnuHbiM (hopmMaM AUCTPOHUH CeTYaTKH: MUIMEHT-
HOW JlereHepalMd CeTYAaTKH, MaTTePH-AUCTPO(UH,
CHHPOMY 2KeJITONATHUCTOro Tasnoro ana (fundus
flavimaculatus) [4, 15].

Psan kavHudeckux ¢opm maTTepH-aucTpodun ac-
couuupoBan ¢ mytauusmu B rene VMDZ2 (11ql12-ql13)
[1,8, 12]. B 6oabmnncTBe cayuaes (96 %) myrauuu B
JIAHHOM TeHe SIBJISIIOTCS MPUUMHON pa3BUTHSI GOJIe3HH
Becra.

Takxke onucaHbl cayyan MHUTOXOHAPHUAJBHOTO Ha-
cyefoBaHus natTepH-auctpocduu. bose3nu, BbI3BaH-
Hble myTatusamu B JIHK mutoxonapuii, Hacaenyores no
MaTepPUHCKOH JIMHUU. TUITMYHO MPUCYTCTBHE MyTalluH
ToJIbko B uactu moJiekysn MT/IHK (rereponnasmust),

JI0J151 KOTOPBIX BapbUpyeTcsl B pa3Hbix TKaHsx. [Tosto-
My XapakTepHOMH sIBJsieTCsl pagHasi KJIHHWUecKas Kap-
THUHA 6OJIE3HN Y MALIUEHTOB C PA3HBIMH POJIOCJOBHBIMH,
a TaK¥Ke y UJIeHOB OJITHOH CeMbH, HECYLIUX OJIHHAKOBbIE
myTauuu B MT/IHK.

KJIWHWYECKNE NPOABJIEHNS

OCHOBHBIM KJIMHMYECKMM MPOSIBJICHUEM MNaTTEPH-
JTUCTPO(UM  SIBJISETCS OTJOXKEHHE JIEMO3UTOB KEJTO-
OpaHKeBOTO0 1IBeTa B MAKYJISIPHOI 30HE, MPEJICTABJISIO-
HIUX cO60H TMMOMYCHUH. DTH OTJI0KEHUS B OOJIBLIITHHC-
TBE CJlydaeB TPYNNUPYIOTCs B BUJIE PA3JIUUHBIX Y30POB
13 TOUEK, JJHHUH U BETBSIILUXCS PUTYP, KOTOPbIE MOTYT
CO BpeMeHeM CJMBAThCsl B ceTh. Ha paHHUX cTaausix
0OBIYHO BBISIBJSIETCS JIeTKasl AUCIEpPCHsl NMUIMeHTa B
MaKyJIsipHOH 30HE.

Burennudopmuas  muctpodusi  B3pocbix  Oblia
Brepsble onucanaJ. D. M. Gass B 1974 1. kak 6osie3Hb
Becra ¢ nosnuum Havyasom. 3aboJieBaHue BbISIBJISIET-
cs1 B Bogpacte 35—>55 Jiet. [lanpenTsl ¢ 310l hopMo#
naTTepH-IMcTpodur 06bIYHO 06pAlAIOTCs C CHMIITO-
MaMH 3aTyMaHUBaHHS 3PEeHUs] UM HeOOJbIIMMH Me-
TaMOP(OICHAMH U JI0CTATOYHO JIOJITO HMEIOT BBICOKYIO
octpoTy 3penus. [1pu odranbmockonuu, Kak mpaBuJIo,
0OHapyKUBAIOTCS IBYCTOPOHHUE, CUMMETPHYHbIE BH-
TesundopmHble ouaru pagmepom ot 0,5 10 | tnamerpa
JMcka 3putesibHoro Hepsa ([I3H) »xentosartoro 1pera
C POBHBIMHU H UeTKUMH IpaHuliaMu. DTH POKYChl Xapak-
TepuayeTcst ayToquioopeceHIell i SKpaHHPOBaHHEM
(h0OpeceHIIMK Ha paHHUX (aszax QJoopeciieHTHOH
anruorpacpuu (PAl'). B nanbHeiiniem npu aHruorpa-
¢bun ¢ paIoopecleHHOM XapaKTepHO MPOrPecCHBHOE
NpoKpalllMBaHHe ovara ¢ Hapacraiolllei runepgioo-
pecueHIHen.

AuektpopetuHorpamma (IAPI') HopmasbHas uan
cyOHOpMaJIbHAas.

Onruueckasi kKorepeHtHass Tomorpadusi oOHapy-
KUBaeT runeppedieKTuBHOe 06pa3oBaHie Ha YpOBHE
MUTMEHTHOTO SMUTEJHSI.

[TatTepH-aucTpodust B BUle <KPbLIbEB 0AGOUKH»
BriepBble 6blia onucana A. FE Deutman B 1970 r. [4].
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CJIYYAI U3 NPAKTUKH 97
A b

Puc. 1. Lgetnas dororpadus raasuvoro gna OD (A) u OS (B)

A b

Puc. 2. Uccnenosanue ayroditoopecuenunu rnasioro gua OD (A) u OS (B)

Jlnst aToit hopmMbl XapakTepHO CBOeoOpa3Hoe oTioXkKe-  odTalbMOINJerued, KapauoMuoNnaTHeld, MOoYeuyHOH

HMeE JIe[103UTOB B MaKyJisipHOH 30He. Tak:ke MOxKeT 06-
HapyKMBaTbCs MEJKOJMCIIEPCHAs IMCITUTMEeHTalus Ha
nepucdepun. Yaiie BCero 3TH U3MEHEHHs I0CTATOYHO
MeUIEHHO TPOrPeCcCUpPYIOT W MPUBOAAT K CHUXKEHHIO
3peHHsT B TO3IHUX CTA/USAX 32 CUET aTPOPHUUECKUX H3-
MEHEHHUH B MaKyJAPHOH 30HE.

Perukynsipnas auctpodus Obljia BriepBbie onucaHa
B 1950 r. H. Sjogren [13]. Haunnaercsi 3a6osieBanue
C JIETKOH JHMCMEePCHH MUTMeHTa B MaKYJSPHOH 30HE ¢
nocTerneHHbIM (hOPMUPOBAHHEM NATTEPHA B BUJIE €Pbl-
60J10BHOI ceTH». B ocTa/bHOM JaHHAs KJIMHUYecKast
(hopma cxozKa ¢ ONHCaHHBIMU paHee.

[Tarrepu-mucrpoduss npu  wmyrauun A3243G
B MTIHK onucana B pamkax cunapomon MIDD
(Maternally linherited Diabetes and Deafness —
HacJelyeMble 10 MaTepUHCKOH JIMHUM caxapHbli
nuabeT W TyxoTa), BKJodaeT B ce6sl, TOMUMO JHC-
TpouM CceTyaTKH, caxapHblii auabeT W TJayXoTy, H
MELAS (Mitochondrial myopathy, Encephalopathy,
Lactic acidosis, Stroke-like episodes — murtoxon-
JpuajbHasi MUOMAaTHs, 3HILedasonaTs, JaKToalu-
J103, HMHCYJbLTONMOA0OHbBIe 3MK30jbl). Kpome 3Toro
MUMEIOTCS JIaHHble O CBSI3W 3TOH MyTallUK C PA3BUTH-
€M JIPYTHX COCTOSIHHUI: MPOrpPeCcCUpyroLLelt HapyKHOH

HejlocTaTouHOCThIO U Ap. [7, 9, 11].

[laTTepH-aucTpodus NposiB/sieTcsl B TAKUX CJyya-
X B BHJIe KOHLIEHTPUUHbIX OUAroB repucoBeosIIpHOi
JIUCTPO(HUH UM XapaKTepU3yeTest 0OLMMHU /IS APYTHX
thopm nuctpoduu nposiBjaeHUsAMH [2].

OCHOBHO# NMpPUUMHON CHUKEHHsI 3pEHHUsT MPU pas-
JIMUHBIX POpMax NaTTePH-TUCTPODUY SIBJISETCS PA3BU-
THE XOPHOPETHHAJbHOH aTpopUuH B MaKyJspHOH 30He
WK CyOpeTHHAMbHOH HEOBACKYIpU3aLH [D].

Bo/iblIMHCTBO Hce/e0BaTeell PU3HAET, UYTO Bbije-
JIEHWe Pa3IMUHBIX KJIMHHIECKHX (opm 3abo/eBaHus yC-
JIOBHO, TaK KaK OHH MPEJICTaBJISIOT COOOH CTAMH OJHOTO 1
Toro e npotecca [ 14]. Tak, C. Piccolino ¢ coaBr. onncasu
€CTeCTBEHHOE Pa3BUTHe MAaTTePH-AUCTPO(HH HA MPOTS-
»kenun 10 et [10]. T1pu 3TOM Ha pasHbIX BpeMeHHBIX 3Ta-
1ax onpeJie/Is/INCh MPU3HAKH IUCTPO(HUH B BHJIE <KPbIILEB
6abOUKK», PETHKYJISIPHON K MAKPOPETHKYJISIPHOMH INCTPO-
¢un, a TakKe MakyJsipHo# uctpodun becra.

G. Giulffré ¢ coaBTopamu GblIM OMTHCAHBI UJIEHBI Ce -
MbH, Y KaXKI0I0 U3 KOTOPbIX HAGJIOAAMNChH PA3JIUUHbIE
thopMbl AUCTPOUH Ha ABYX ry1as3ax [6].

3a rnocseHee BpeMsi B JIUTepaType NpeacTaBaeHo
60JIbIII0€ KOJMYECTBO KJIMHMUYECKUX CJIydaeB, JI€MOHC-
TPUPYIOLLMX HAJIMUHe Pa3jMuHbIX (POPM MaTTEPH-UCT-

<> 0OTAJIbMOJIOTMYECKVE BEAOMOCTY

Tom II Ne 2 2009

ISSN 1998-7102



CJIYYAI U3 NPAKTUKK

Puc. 4. Ontuueckasi KorepeHTHasi ToMorpaMmma MakyasipHoit oénactu OD (A) u OS (B)

pouu Kak B npesesiax ofiHOH ceMbH [3], Tak W B 1po-
Lecce pasBUTHSI 3a00JieBaHHsI C TeUeHHUEeM BpPEMEHH Y
OJTHOTO M TOTO »Ke 60JBLHOr0, 4TO TO3BOJISIET OTHECTH X
K 0jIHOMY 3260J1eBaHHI0 — MATTEPH-TUCTPOPHH.

MaumeHTka A. 1937 ropa poxpeHna 06patmnach k odhTansmMonory
C anobamu Ha NoCTeNeHHOE YXYALEHWE 3peHNA 000UX rnas, KOTOPoe
OTMEYaeT B TeueHue 1,5 ner.

Vis 0D 0,05 sph+3,0D=0,1

Vis 08 0,08 sph +2,75D cyl +1,5D ax 165° = 0,6

06bexTuBHO 0U: nepefHuii 0TPe30K 683 NATONOTMYECKMX N3ME-
HeHWA. He3HaunTenbHbIe NOMYTHEHWA B KOPTUKAMbHbIX COAX 1 Afpe
xpycTanuka. CTeknoBugHoe Teno npo3pavHo. A3H 6nenHo-po3oBbiIi,
rpaHnLbl YeTKMe, YpoBEeHb 00bIYHbIA. X0a 1 Kanubp COCYNoB HEe N3Me-
HeH. KpaiiHaa nepudepua rnasHoro gHa 6e3 0co6eHHOCTEI.

B makynapHoii 06nactit OD BbIABNAETCA aTPOUUECKMIA XOpHOpe-
TWHaNbHbIA ouar pasmepom ~ 1 [13H, 0S — He3HauuTenbHo Npomu-
HUPYIOWWNIA OYar XEnToBaToro LiBETa OKPYrNoi hOPMbl C HEYETKUMM
rpaHuuamu pasmepom ~ 1,5-2 [13H (puc. 1 A, b).

Mpu nccnenoBaHu nonA 3peHnA (KOMMbIOTEPHbIA NepumeTp
«Humphrey® field analyzer Il», «Zgiss», [epMaHna, nporpaMma «Ma-
Kyna») BbIABNEHO CHUKEHNE YYBCTBUTENBHOCTU 11 LIEHTPANbHAA OTHO-
cutenbHad ckotoma 0D > 0S.

Mpu 3nexTpodU3N0NOrMyeckom uccnenoBaHun (o6wen 1 pur-
MI4ecKoi IPI) 0TMEYABTCA CHUKEHUE amNNNTYAbl «a» BOJH, YBe-
NUYEHNE NATEHTHBIX NEPUOMOB «a» U «b>» BOMH, YTHETEHWE 0TBETA OT
LIeHTpanbHbIx 30H cetyatkn 0D > OS.

Mpu ucenenosaHun aytochnioopecteHunn Ha OD B 30He aTpo-
(DUYECKIX M3MEHEHWA OTMEYAeTCA 3HAUMTENBHOE CHUDKEHWE ay-
TO(NIOOPECLEHUUN BCNEACTBME MOTEPU NMUTMEHTHOTO 3NUTENNA,
Ha OS — BblpaXeHHaA ayTopNOOPECLEHLMIAA B 30HE NPOMUHNPY-
towero ovara (puc. 2 A, b).

Ha ®Al OD ¢ paHHeii hasbl 1 B XO[e BCEr0 MCCNeNoBaHnA Ha-
OniofaeTcA 30Ha runepioopecLeHLny, COOTBETCTBYIOWAA aTpo-
(DNYECKAM 1N [NECTPYKTUBHBIM U3MEHEHNAM MUTMEHTHOTO 3NUTENNA,
Hal KOTOPOA OTMEYaloTCA Oyaru runomioopecUeHLUny B MecTax
OTNOXEHNA MCEBAOBATENAMCOPMHOTO Marepuana. B xome Bcero
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CJIYYAI U3 NPAKTUKN

Puc. 5. Ligetnas ¢ororpadus rnasnoro gHa OD (A) u OS (B) npu o6cienoBanuun yepes 3 mecsua

Puc. 6. UccaenoBanue ayroduitoopecuenuuu riaazvoro aHa OD (A) u OS (B) uepes 3 mecsina

aHruorpaduyeckoro uccnenosaqna OS B LIEHTPE MaKyNAPHOIA 30HbI
HabnioaaeTcA oyvar runodnioopectieHunn pasmepom ~ 1,5-2 M3H,
no nepucepun 04ara onpenenalnTCcA y4acTku rnomopecLEHLMN B
BUME BETBALMXCA CDUryp (ONOKMPOBaHNE NCEBAOBUTENANOPMHbIMM
otnoxeruamu) (puc. 3 A-T).

Mo AaHHbIM ONTM4ECcKOl KorepeHTHOW Tomorpadoum (OKT) maky-
nApHoii obnact OD 0TMeyaeTcA 00WMPHAA 30HA aTpOUM MUrMEHT-
HOr0 3MUTENUA U XOPUOKANMANAPHOrO CNOA C UCTOHYEHNEM HEAPOCEH-
copHoit cetyatkn (0o 100 MuKpoH). B LeHTpe MakynApHoii 30HbI OS
HaONIOAeTCA rUNeppecdNeKTUBHBIA 0Yar YTOMWEHNA NUFMEHTHOTO
anutenua (puc. 4 A, b).

Ha koHTpOnbHOM BU3MTE Yepes 3 mecAua:

Vis 0D 0,04 sph +3,0D=0,09

Vis 08 0,08 sph +2,75D cyl +1,5D ax 165° = 0,6

06nexTuBHO OU: nepeaHuii 0Tpe3ok 683 NaTonornyecknx name-
HeHWiA. HeaHaunTenbHble MOMYTHEHUA B KOPTUKANbHbIX CNOAX U AAPE
XpyCTanuka (MporpeccupoBaHMA KatapakTbl He 0TMeYeHo). CTekno-
BUOHOE Teno npo3payHo. [13H 6neaHo-po30BbIiA, rpaHNLb YeTKie,
ypOBeHb 00bI4HbIA. X0 11 Kanubp COCYROB He N3MeHeH. KpaiiHaa ne-
puchepua rnasHoro aHa 663 0COOEHHOCTENA.

B makynapHoii o6nactii OD 0TMeYaeTCA yBENNYEHNe aTpoduUecKkix
n3meHermid, 0S — 6e3 auHamukm (puc. 5 A, b)

Mpu nccnenosaun nona 3peHna OD OTMEYAETCA yBENMYeHue
pasmepa 0THOCUTENBHOI CKOTOMBI, OS — 63 IuHaMMKA.

Mpy 3anekTPON3MONOrMYECKOM UCCNEn0BaHN — 0e3 BbIPOKEHHON
MHAMUKA.

Mpu uccnenoBaHnn ayTonIOpecUeHUMn — 663 AUHAMUKIA
(puc. 6 A, b).

Ha ®Al OD oTmey4aeTcA yBENNYEHNE 30HbI U BbIPAXEHHOCTH
atpochnyecknx nameHeHwis, 0S — 6e3 aunamuku (puc. 7 A-T).

Mo maHHbiM OKT makynApHOA 00NacT, COXPAHATCA NPeXHue
N3MEHEHINA, 0TPULIATENbHON AMHAMUKK HET (puc. 8 A, b).

MauneHTKe GbIN NOCTABEH AMATHO3 «MaTTEPH-ANCTPOUA» 1 Pe-
KOMEH0BaHO HabMoeHne B QUHAMIKE, MPUEM KapOTUHOMAOB.

[laTTepH-aucTpodun NpeacTapsiioT coGoi rpymmy
reHeTHUeCKH PA3HOPOJIHbBIX COCTOSTHUI, HMeIoLIHX 061111e
HEPTbl B KIMHUYECKOM TCUYEHHUHU W XaPAKTCPUZYIOLNXCH
BapuabesbHON IKCIPECCHBHOCTBIO U HEMOJIHOW TeHe-
TpaHTHOCThBI0. B Halllem cotydae HabJi01a710Ch codeTaHue
BUTEJNTM(OPMHOK U PETHKYJISIPHOH (DOPM MaTTepH-Iuc-
Tpocun Ha OS, 4TO MOATBEPKIAET MHEHHE HEKOTOPBIX
ucesiefloBaTesiel 0 TOM, 4TO pa3HooOpasHble BAPHAHTHI
TeUYeHHUsT MATTePH-AUCTPOPHH MOTYT ObITh JIMLIb TTPOSIB-
JleHueM JiuHaMuKH nipotiecca. [TockosibKy naTrepH-juc-
TPO(UH OTJIHYAIOTCST KpaliHe MeJIeHHbIM (M, KaK mnpa-
BUJIO, aCHMMETPHUYHBIM) MPOrPECCHPOBAHUEM, Y TAKHX
MalMeHTOB AJIMTEJbHO COXPaHAETCsl 10CTATOYHO BbICO-
Kast OCTPOTa 3peHHst XOTs1 Obl HA OJIHOM TJ1a3Yy.
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Puc. 8. Ontuueckas korepeHTHasi Tomorpamma makyaspHoit o6sactu OD (A) u OS u (B) uepes 3 mecsina
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