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B Hacrostiee Bpemst cpenr BCeX BUIOOB TJIa3HOM
MaTOJIOTMM 0CO00e MECTO 3aHMMaeT IepBUYHAsl OT-
KpbIToyronbHas rmaykoMa (ITOYT). Ilmaykoma — xpo-
HUYEeCKoe 3a00JieBaHNe, SIBISIONICECST OMHON U3 TJIaB-
HBIX IPUYMH HEM3JICIMMON CJICTIOTH Y MHBAIMIHOCTH
no 3peHuto. JlaHHBIM 3a00JieBaHMEM CTpadaloT Oosee
67 MJIH. JIOfIeii Ha Hallleil IJIaHeTe, U — COIJIACHO MPO-
rHo3aM, 10 2025 1. ux yuciio yasoutcs [1, 3].

Cpenn OTKPBITOYTOIBHBIX TIayKOM 3KC(HOIMATUB-
Has (OI) ormryaeTcs 0cOOBIM KIMHUIECKUM TeUCHU-
€M 1 UCXOIaMHU.

BuoMuKpocKonuyeckasi xapakrepucTuka I3Kcgo-
Juammii. DKcoIMaTUBHBIC OTJIOKEHMS HAOIOMAIOTCS
B pa3IMYHBIX OTHeNax rima3a. Ha xpycraamke Hambo-
Jlee THIWYHBIM PACIIONIOXKEHUEM 3KC(HOIMATUBHBIX
NETIO3UTOB SBJISIETCS BEPXHMI Ha3aJbHBIM KBaIpaHT
¥ mepudepus ero mepemnHeil Karcybl, a TakKKe HEHTP
3paykoBoii1 30HHI [8]. B mpeskBaTopmnanbHO#l 06nacTu
OTMEYECHBI U3MEHEHUS CTPYKTYPHI CAMOTO XpYyCTaJINKa:
npoudepalns ero SIMUTENNS, TTOBPEXIeHNE ero Kie-
TOK M KarlcyJbl. BHyTpm Kamcyibl 3KC(OTMaTUBHBIN
MaTtepuan (GopMUpYeT TIIyOOKUit (rOpOrpaHyIsIpHBIA
CJIO0#1, KOTOpPBI MOXET 3aHUMATh 2/3 ee TOJIIUHBI
[8, 42].

IIpennoxeHbl KPUTEPUN, TTO3BOJISIIOIINE YINUTHI-
BaTh CTETICHb BBIPAXKEHHOCTU 3KC(OIMATUBHBIX N3Me-
HEHMIi B mepeIHeM oTaene ras3a [11].

B maronormdeckuii mpoliiecc BOBJIEKAETCS TaKKe
¥ pamyxka. [Ipy 3ToM B ee TKaHM OOHApPYXWBAIOTCS
(bnOpouUTHI, M3MEHEHHBIE SHIOTETUATBHBIC KIIETKU,
TIePULINTHI, TJIAAKKE MBITIICYHBIE, a TAKXKE STTATEINAIb-
HBIC KJIETKU. B 3amHeM MTUTMEHTHOM 3ITUTEINN UMEIOT
MECTO JeTeHepaTWBHBIC M3MEHEHMSI C (DOKaTbHBIM
paspylIeHreM KJIETOYHBIX MeMOpaH 1 OCBOOOXKICHU-
€M TpaHyJ1 MellaHWHa. IMeeTcs TIpsiMasi 3aBUCHMOCTh
MEXIy pa3pylIeHUeM SIUTEeIUATbHBIX ITUTMEHTHBIX
KJICTOK M MX Oa3aJIbHBIX MEMOpaH U CTETICHBIO TSDKECTH
akcdonuarupHoro cunapoma (DC) [6, 8, 23, 42, 48].

PasBuBatorasicst B mociemyrooIieM (pyHKIMOHAIb-
Hasl BacKYJIOIIATHSI PAmy>KKWA IPUBOOUT K yYMEHBIIIe-

HUIO TapINAIBFHOTO JaBJICHMS KMCIOPOAa B IIepeaHei
KaMepe, a BOZHUKAIOIIAS BCIICACTBHAE 3TOTO TKAHEBast
TUTIOKCHST MOXKET BBI3BaTh aTpo(pUUeCKre M3MEHECHUS
CTPOMBI pafyXKH U €€ MBILLIEYHOM TKaHu [5, 6, 9, 29].

VY 6onpmHCTBA 00ABbHBIX ¢ DI HaOMI0MAEeTCH BBI-
paxeHHasT aTpodus pagyXKu (2-4 CTeTieHN) ¢ Hapyle-
HHUEM ee aracdparMaibHON (GYHKIINHU U3-332 PUTUIHOC-
TH 3padka, a TakKKe pa3pylieHre IMUTMEHTHON KaitMBl
10 3paYyKOBOMY Kpaio.

Ha ¢done mporpeccupyronieit aTpodun pamyKKu
9Kc(hOoIMaM Ha PaHHUX CTaaWsSIX IIpoliecca MMEIOT
BUI TOYEYHBIX M 3CPHUCTBIX BKIIOUCHMI, KOTOPHIE
pacIiojlarafoTcsi Ha 3agHEl ITOBEPXHOCTH PaIyXKH,
WPUIOLWIMAPHONM 0opo3me, IMJIMAPHBIX OTPOCTKAX.
B Gosiee mo3aHUX cTamgusix 9KC(oaMaTuBHbIE BKJIOUE-
HUS HAOIIOMAIOTCS B BUIE KOHIJIOMEPATOB, KOTOPHIE,
CIIMBAsICh MEXIy c000i1, 00pa3yloT IUIaCT Ha 3amHei
ITOBEPXHOCTHU PAmyKKH [4].

DKchoMMaTUBHBIN MaTepHral CKaITMBACTCS TaK-
Xe B IUJIMAPHBIX OTPOCTKAaX, OMHAKO OH HE OOHapy-
X€H B CTPOME MJIA CTEHKE COCYIOB LIMJIMAPHOIO TEJa.
BonbImmHCTBO MccieqoBaTeeit Coo0IIaroT 0 HOPMaJb-
HOM CTPYKTYpE T€X OTHAENOB LIMHHOBBIX CBSA30K, KOTO-
pbIe PacITOJIOXEHHI B 00JIACTH OTPOCTKOB IIMJIMAPHOTO
Tena. B To ke BpeMsT MX yIaCTKU, TIPUKPETUISTIONIAECS
K XPYCTaJIMKy, UMEIOT BBIpaK€HHEIC IereHepaTUBHBIC
W3MEHEHMS, YTO U SABJISIETCS MPUIMHON (haKomoHe3a
WJIN TUCIOKAIMHU XpycTanuka. Bripouem, mpu BC, kor-
na ¢akomoHe3 KIMHUISCKN He BBISIBIISUICS, IIMHHOBBI
CBSI3KM OBUIM YaCTUYIHO pPa3pylIeHBI M COOEpXaaud B
cebe skcommanum [18, 42, 51, 52].

HereHepaTBHBIC U3MEHEHHUS B IIMHHOBBIX CBSI3-
Kax 11pua DC MOTYT OBITH BEI3BAHBI ITPOTEOIUTUICCKIMH
MeXaHM3MaMH, B KOTOPBIX YYaCTBYIOT JIM30COMAITBHBIE
¢depMeHTBI, B YaCTHOCTHU, KaTeTICUH B, BBISIBIICHHBIN B
sKconmmatuBHOM Matepuaie [42]. DTa 0COOEHHOCTh
BOJIOKOH ITMHHOBOM CBSI3KM, TaK XK€ KaK M CJIabOCThb
XPYCTaJIUKOBOM CYMKU HOJKHBI YYUTHIBATHCS O(PTAThb-

© W. P. Cannan, Caddap Moxammen XKenenemans, 2008.

Ogmanvmonoeuueckuil scypran Ne 4, 2008

69



O630pbI INTEPAaTYpPbI

MOXMPYPTaMM TIPU SKCTPAKIIMK KaTapaKThl y OOJBHBIX
¢ OC. B aHg0TE MM POTOBUIIBI U B AECLIEMETOBOI MEM-
OpaHe TakxKe OOHapy>KeHbI CKOTIJICHUS 9KC(hOIUATUB-
Horo MaTepuaia. I[1p1 3ToM KOJIMIECTBO KIETOK SHIIO-
Teaus ymeHbluaercs [6, 27, 34].

C NoMOIIBIO CBETOBOM M 3JIEKTPOHHON MUKPO-
CKOTINM MepeaHe KarcyJibl XpycTanarka y 00abHbIX DC
BBISIBJICHO HAJTMIKE TIPEKATICYJISIPHOTO CJIOST TOIIIIMHOMN
0,5-3,5 MKM, cocTosiiero u3 MUKpoduopus (3-6 HM
u 8-10 MmH B nmameTtpe) [42].

OcobenHo yacto DI BcTpewaeTcs y JIUIL CO CBET-
JIOI pamyXHoM 00onoukoii. OHa mpoTeKaeT boJiee ar-
peccuBHO, ueM apyrue popmbl [TOVYT, u umeeT xynimii
MPOTHO3.

LIBer r71a3 mepemaercsl MO HACICICTBY, NMpUYEM
TEMHBI [IBET SABJISICTCS JTOMUHAHTHBIM 10 OTHOIIICHHIO
K CBETJIOMY.

Hawnbonee TunmuHeIi npusHak DI — oTioxeHue
cepoBaro-0eioro Marepuana (3Kcdoauaiuii) B BUIE
HEXHBIX XJIONbEB Ha TIepelIHell MOBEPXHOCTH XpyCTa-
JINKa, 10 3pavyKOBOMY Kparo, TMOBEPXHOCTH PaIyKKH,
Ha SHIOTEJIMUA POTOBHUIIBI M PECHUYHBIX OTPOCTKAX.
YacTo oOHapyxXuBaeTcsl IMCIepCcrsl MUTMeHTa Ha To-
BEPXHOCTHU PamyXHOI O0O0JIOUKH, a TaKKe MHTCHCHB-
Hasl MUTMEHTALIMS YTJia TiepeaHei KamepsI [32].

BT’ paccmaTpuBaeTcsl Kak OTKPBITOYTOJIbHAS T1ay-
koMa B rmazax ¢ OC. OgHako He Ha BCeX IJ1a3ax ¢ Haju-
yueM sKchonraluii pa3BuBaeTcs raykoma [26].

HimeMust sSIBIsIeTCST TJIaBHBIM 3BEHOM IaTOTEHE-
3a [TOYT u BC. [1puyuH UIIeMU MHOTO, HO BCE OHU
peaau3yloTcsl HapylleHHeM KPOBOCHAOXKEHMS TJjiasa,
TO €CThb CTPagaeT ero MUKpOLUMPKYJIsiius. CileacTBueM
WIIEMUM SIBJISIETCS] aKTUBALIMST TIEPEKUCHOTO OKHCIIe-
HUS JIMTIMIOB B KJIETOYHBIX MeMOpaHax, a TakkKe CHU-
XKEHME SHEPreTUYECCKOM MOIIHOCTU MUTOXOHIPUIA.
Kucnopon HakamiamBaeTcsi B KJIETKaX W YCUJIMBACT
GYHKIIUM CUCTEM, KOTOPBIE TIPOAYIIUPYIOT €r0 aKTHB-
HbIe (popMEBI. Bce 3T0 TpUBOAUT K M30BITOYHOMY TTEpe-
KHCHOMY OKMCJIEHUIO JIMITUAOB U HAKOIUIEHUIO B TKa-
HSIX CBOOOIHBIX paguKaos [4].

Takum 06pa3om, 04eBUIHO, uTO ITpr DC B MaTOJIO-
TUYECKUI TTPOLIECC BOBJIEKAIOTCS BCE TKAHU MEPETHETO
otnena riaza. CaeacTBueM rMIIOKCHMU — OCOOSHHO pa-
JY>XHOW O0O0JIOUKM, XOPOILIO BUAMMOUN OMOMMKPOCKO-
MUYECKU — SIBJISIIOTCSI €€ HEOBaCKYJIApU3alvs ¢ WH-
TPacTPOMAJIbHBIMU TEMOpparusiMu, Ipoaudepaus
KJIETOK POTOBHYHOIO JHAOTEIWS W MUTpaus WX B
IpeHaxHylo 30HY. KopHeockiepaibHasi Tpabekyna
TakKe TIPUHUMAET yJacTHe B aKTUBHOM OOpa3oBaHUU
¥ OTJIOKEHHUU 3KC(POIMATUBHOTO MaTepHaia, OCOOCH-
HO B DHIOTEIWU IIJIEMMOBA KaHajia, YTO MPUBOIUT K
Ne30pTraHN3aIuU €T0 APXUTEKTOHUKH, 38 UMEHHO — €T0
CY>KEHUIO M KOJUIAIICy, U B KOHEUHOM CYeTe — K 00JIH-
Tepaunu. TouHbrit MexaHn3M nosbieHust BII ipu OC
n DT He m3BecteH. [Ipenmonaraercs, YT0 OTTOK BOIS-
HUCTOi Baru ipu DC yMeHbIIIEH 13-3a MEXaHUYEeCKO
3aKYIOPKU TPAOEKYISIPHOM CETH 3KC(hOIMATUBHBIMU

IETO3UTaMi. DTO MPUBOAUT K MOCTETIEHHOI O0IMTe-
pauuu BeHo3Horo cuHyca [19, 20, 23, 36, 37, 45].

HoroaHuTeNbHBIMA  (paKTOpaMU, IIPETSTCTBYIO-
UM OTTOKY KUIKOCTH, SBJISIIOTCS TTOBBIIICHNE KOH-
LIEHTpaIlUM OeJIka B KaMEpPHOM Bjare BCIICACTBHME Ha-
PYILIEHUS TPOHUIIAEMOCTH TeMaTOOMTATbMUIECKOTO
Oapbepa 1 OTJIOXKEHHME IPaHyJl MUTMEHTa B TPaOeKyJIsip-
HoM ceTu. BricBOOOXMAIOIIUIACS MPU 3TOM MeEJTaHUH
OKa3bIBaeT IIMTOTOKCHYECKOE NEMCTBHME HA DHIOTEIIM-
aJIbHBIE TPAOEKYIAPHBIE KIETKH [5, 7, 46].

CuHre3 3Kc(hOIMATUBHOTO MaTepuana IpoKc-
XOIUT U B SHIOTEIMU POTOBUIIBI, IPUYEM IJIOTHOCTD
PaCITOJIOXKEeHUS ero KJIETOK CHIDKEHA, a CaMM KJIETKH
MopdosIornyeckn U3MEHEeHbl. B oTnuume oT rpaHyn
IMMTMEHTa MeJaHMHA, KOTOPBIE MOTYT OBITh (haroiy-
TUPOBAHBI SHAOTEIMAIBHBIMU KJIETKAMU, MaTepua
9KchoIManii HUKOTIa He OOHAapy:KUBAJICS BHYTPH
KJIETOK, a OKpYKaJl uX cHapyxku [42].

DKchOTUATUBHBIN MaTeprall IPOMU3BOISIT KIETKHU
C MOBBIIIEHHO METa00JIMYECKO aKTUBHOCTbBIO, KOTO-
pble B KOHEYHOM UTOTE IETEHEPUPYIOT M OTTOPTAIOTCS.
DKchoMaTUBHbIE OTJIOXKEHMST TakKKe ObIIM OOHapy-
KE€HbI BOKPYT COCYA0B 0y/J1b0apHOI KOHBIOHKTUBBI U B
KOPOTKMX 3aHUX LIWJIMAPHBIX apTepusix [9].

CrerneHb BRIPAXXEHHOCTH OTHO- W IBYCTOPOHHETO
DC MOXET OBITh pa3JIMYHOM M COUETAThCS C pa3TUUHBI-
MM CTagusIMU TJ1ayKoMbl. KoandecTBO 0OMHOCTOPOHHMX
U ABYCTOPOHHMX citydaeB DC yBeIMUNBAETCs C BO3pac-
TOM, COOTBETCTBEHHO BO3pacTaeT M 4acToTa 9KChOIu-
aTUBHOI TJIayKOMHI [44, 52].

DKchOIUATUBHBIN MaTepua B OpTaHU3ME YeJI0-
BeKa, IOMUMO IJIa3, TAKXKE MOXET BCTPEYaThCs B KOXeE,
cepalle, MeYeH!, IoYKax, 000JI0IKaxX MO3ra, KeJTIHOM
my3bipe. [Ipy1 3TOM TMCTOXMMUYECKU M YIBTPACTPyK-
TYpHO 3KchOoNMMalNy UICHTUIHB TOMY MaTepuay, Ko-
TOPBI OOHAPYKMBACTCS B I1a3y.

Hamame matepurana axchoirmauuy B BUCLIEPaIb-
HBIX opraHax y 60JbHbIX ¢ DC CBUAETEILCTBYET O €TO
CBSI3U C CUCTEMHBIMU 00JIE3HSIMU, OCOOEHHO C CUCTEM-
HBIMU COCYIUCTBIMU HAPYIICHUSIMUA U 3200JIeBAaHUSIMHU
eHTpanbHOI HepBHOI cucteMsl (LHIHC) [51].

DC n 3a60aesanna ITHC. Heckoabko paboT ObLIO
MOCBSIIEHO M3ydyeHUio Koppeiasuun DC u 00Jie3HU
Anbureitmepa. IlocnenHsisi mipencTaBiasieT coboil pas-
HOBUIHOCTD IIepeOpaIbHOTO aMUJIOMI03a, PEIIAIOITYIO
POJIb B MATOreHe3¢ KOTOPOTO MIpaeT M30BITOYHOE Ha-
KOIUJICHHE B TKAHSX MO3Ta MaTOJIOTMIECKOro Oeyka —
amwionna. JlokazaHo, 4TO y TAalIMEHTOB C TaHHBIM 3a-
o6oneBaHneM DC BcTpeyaeTcs JOCTOBEPHO Yalle, Y4eM B
KOHTPOJIBHOM rpymrie. [Ipenmonaraercs, 4to monooHas
KOpPpEJISAINs CBsI3aHa C OOITHOCThIO MaTOMOP(OIOTH-
YEeCKUX W ITIATOTCHETUYECKUX XapaKTepUCTHUK 000X
3aboseBanuii. [lpeanonaraloT, 4To ucciegoBaHUE Te-
pPEmHETO OTpe3Ka Tjla3a MOXKET 0Ka3aThCs MTOJIE3HBIM B
paHHell nuarHoctuke 6oJyie3Hu Anblreiimepa [21, 38].

M3zyuyena pacrnpoctpaHeHHocTh OC cpenn ma-
IIMEHTOB, CTPANaAIOIIMX ACMEHIIMEel M KOTHUTUBHBI-
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MM pacCTpoMCTBaMU. B rpymiie ¢ mpenMyIiecTBEHHO
COCYIMCTOI 3THOJIOTHEN 3a00JIeBaHUN (ITPEeXOmSIINe
HapYIIEHUST MO3TOBOTO KPOBOOOPAIIICHMSI, MHCYJIBTHI,
nHGAPKTBI MO3Ta M T. I1.) IOJS JHI ¢ Hagumduem DC
cocraBuia 34,8%, y nui ¢ 601e3HbI0 AJlblreiiMepa —
0k0j10 20%, B 0Olleil MOMmyJssuud JAHHOIO PEervoHa
rokasareJb He nipesbiiai 4,8% [30].

PeTtpocniekTBHOE WMCCliemoBaHNEe, IPOBEICHHOE
Ha I0ocTaTogHO OojbiroM Matepuane (1150 yenoBexk),
M0Ka3ajo, YTO COYeTaHNE IKC(HOINATUBHON IJIAYKOMBI
¥ OCTPOH 1epeOpOBaCKYIIPHON MaToJoTuu (TpoMOo-
3bI, 9MOOJINM, KPOBOM3JIUSHMS), @ TAKKE XPOHMIECKUX
3a00eBaHUI MO3ra (CeHWJIbHAsl IeMEHUMs, Leped-
panbHast aTpodusi, XpOHUYECKass UIIeMUsI TOJJOBHOTO
MO3Tra) 00HapyKMBaJIOCh Yallle, HeXKeJIM TTOT00HBIE CO-
YEeTaHUs C MEePBUYHON OTKPBITOYTOJbHOM IJIAyKOMOM
[43].

Cpenu TaIIMEHTOB C MPEXOOSIIMMM HapyIIeHU-
SIMM MO3TOBOTO KPOBOOOpAIeHUsT 3KCHOIMaTUBHBIN
CHHIPOM BCTpedaeTcsi B aHamHe3e Oonee yeM B 40%
CJIy4aeB, YTO B ABa pa3a IPEBHIIIACT €ro YaCcTOTY B CO-
OTBETCTBYIOIIIEH TT0 BO3pacTy obiei momynsmuu [39].

W3yueHue LiepedpalibHOM TeMOAMHAMUKY Y MalU-
€HTOB C 9KC(OINATUBHOM IIayKOMOM IMO3BOJIMIIO BhI-
SIBUTb Y HUX CHIDKEHHE CKOPOCTH MO3TOBOTO KPOBOTO-
Ka ¥ YBEJIMYECHUE CONPOTUBIICHUS B CPEAHEN MO3TOBOM
aprepuu. [TokazaTean MakCUMaabHOU CUCTOJIUYECKOMN
CKOPOCTM M KOHEYHOM IMACTOJMYECKON CKOPOCTHU
OBLIM CTaTUCTUYECKM JOCTOBEPHO CHIXEHBI, 2 UHIEKC
PE3UCTEHTHOCTH, HAITPOTHUB, ITOBBIIIICH IT0 CPABHEHUIO
C KOHTPOJIbHOI rpymmoii [12].

[Tpu rcop30BaHMK MAaTHUTHO-PE30HAHCHOM TO-
Morpadu KOCBeHHbIC ITPU3HAKY UIIIEMUYECKHUX N3Me-
HEHUI TOJTOBHOTO Mo3ra y 00J1bHBIX ¢ DC B coueTaHUU
C Ir1ayKoMoM uiu 6e3 Hee 0OHapYKUBAJIUCh Yallle, YeM
B COOTBETCTBYIOILIEW TTO BO3PACTHO-TIOJIOBOU CTPYKTYpE
rpymnine cpaBHeHus (93,7-95,2% npotus 55,5%) [56].

OC u 3a00JeBaHus cepaevYHO-COCYIUCTOH CHCTe-
Mbl. OCHOBHBIE WCCJIEIOBAaHUS B JTaHHOM HallpaBlie-
HUM KacaloTcsl TIPeuMyIIeCTBEeHHO B3aMOocBs3u DC ¢
COCYIMCTBIMUA HapyIIeHUSIMU. B IIMPOKO M3BECTHOM
WCCIIEOBAHUM aBCTpaIuiickux odTanbMosoros «Blue
Mountains Eye Study» (1997) Obl10 mokazaHo, 4TO
MPUCYTCTBHE IKCPOIMAIINIT KOPPEIUPYET C HATUIUEM
Yy MallMeHTOB apTepUAbHON TUIIEPTEH3UU, CTEHOKAp-
¥, WH(PapKTOB MUOKApIa WX MHCYJIBTOB B aHAMHE-
3¢. DTO IO3BOJIWIJIO aBTOpPaM OIIPEAEIUTh OOJBHBIX C
HamuuneM DC B IpyIy pHUcKa pa3BUTUS COCYIUCTBIX
nopaxeHuii [31].

ITo nanneim T. K. BorabekoBa ¢ coaBT., pa3BUTHE
OC B mia3y yalle Bcero HabmogaeTcsl NMpU WIIEMU-
YecKoi 0OJIe3HM cepilla, COYETasiCh C HapylIeHUEeM
JIMIUIHOTO oOMeHa, XapaKTepHbIM IIJIsl 00lIei cocy-
nuctoii matonoruu. [IpoBeneHHBIE CCIIeIOBAHUS CBU-
NIETEIBCTBYIOT O 00JIee YaCTBIX CepACYHO-COCYIUCTHIX
3aboneBaHuit cpenu mojeii ¢ DC. KapanoBackynspHas
MaTOJIOTHS Y HUX IIPOTEKaeT 0oJiee TSKeJIo U BCTpeva-

ercs vaie. Tak, aprepuanbHas runiepreHsus [1-111 cT. B
KOHTPOJIbHOM Tpy1re coctaBuia 70%, a npu HATUYUU
skchonuanuii — 89%, yacrora MHGAPKTOB MUOKapaa
B 9TOI1 XXe rpyIine OblIa MOYTH IBOE BhILIE [2].

Harmporus, R. Allingham ¢ coaBt. o06cienoBaB 6
cemeir B Mcnanmuu (94 yenoBeka) ¢ OTSTOLIEHHOMU
HacJeACTBEHHOCThIO o DC, He OOHAPYKWJIU CTaTHUC-
TUYECKH TOCTOBEPHOI Pa3HUIILI B YACTOTE BOZHUKHO-
BEHUSI KapAMOBACKYJISIDHOW M LIepeOpOBaCKYISIPHOM
naTtoyoruu [14].

S. Schumacher ¢ coaBT. BBISIBUIIM HOCTOBEpPHBIE
pasnuyus B yactotre obHapyxkeHus DC y malyeHTOB
C aHEeBPU3MO OPIOIITHOIO OTHENIA A0PTHI B CPABHEHUM
C KOHTPOJIbHOW TpYIIION, BKIIIOYABLIECHA HAllMEHTOB C
OKKJII031eil coHHOil aptepun (43,6% mnpotus 19,5%
CcoOoTBeTCTBeHHO) [47]. OmHaKoO B ApyromM ucclieaoBa-
HuU 13 OUHISHAMU PacIpPOCTPAaHEHHOCTh CUHIPOMA
oKazaJlach OIMHAKOBOI Cpeln OOJIBHBIX, OIIEpUPOBAH-
HBIX T10 TIOBOJY aHEBPU3MbI OpIOLLIHOM a0pTHI, U B 00-
LIeH IMOMYJISILIUY TOTO ke Bo3pacTa [24].

Hormmuteporpacuueckoe M3y4eHHWE BHYTpPHUCEP-
JIEYHO TreMOJMHAMUKM y nanueHToB ¢ DC 1mokasano
BO3MOXHOCTh CYIIECTBOBAaHUSI Y HUX aCHUMIITOMHO
MMPOTEKAIOMIeH MUACTOJUYECKON TUCHYHKIIUM MUO-
kapna [15]. Eme B ogHO#t paboTe ¢ UCITOJIb30BaHUEM
VJIBTPa3BYKOBOI TMArHOCTUKHU YCTAHOBJIEHO JOCTOBEP-
HOE YBEJIMYEHUE PUTUIHOCTU OO11Ieli COHHOM apTepun
B TpYIIIe OOJBHBIX C YCTAHOBJICHHBIM ITUarHo3oM DC
[55].

Tunotesa o ToM, uto DC ABNISIETCS YACTBIO TeHEpa-
JIM30BAaHHOTO PaCCTPOIICTBA, KOPPEIUPYIOIIETO C Cep-
JIIEYHO-COCYAMCTOMN IMATOJIOTMEN, U3ydyalach 110 MOKa-
3aTEJIIO JICTAIbHOCTHU, BBI3BAHHOM COOTBETCTBYIOIIINMHM
3a0oeBaHsIMKU. OMHAKO HM B OMHOM U3 MCCIICIOBA-
HUI He ObLJIO OOHAPYXXEHO 3aBUCMMOCTU MEXIy Haau-
ypeM DC 1 TaKUMU NIPUYMHAMU CMEPTH, KaK Kapano-
" LiepeOpoBacKyJIsIpHBIe paccTpoiicTsa [40, 49].

JI1o0onbITHBIE HaHHbIE MOJYYEHbl MIPU U3YYEHUU
pacnpoctpaHeHHOCcTH DC cpeau MalUMEHTOB, CTpa-
MAIOIIMX CaxXapHBIM OUAa0ETOM M €ro COCYIMCTHIMU
nposiBiieHUusiMuU. [1py Hanuuuy nuabeTuyecKoi peTu-
HOITaTUM, OCOOEHHO TpoardepaTUBHONM, OOHapyKeHa
CylIeCTBEHHO OoJiee HM3Kas yactota DC cHHOIpoMa
[28, 35].

T'eneTnyeckne mapkepnl miaykombl. B Hacrosiee
BpeMsI U3BECTHbI MHOTHE TeHETUYECKUE MapKephl OT-
KPBITOYTOJIBHOM TJIayKOMbI. UMW SIBISIIOTCSI: MyTaIust
B TIGR renHe — 3amellieHne IIMIMHA ¢ apTUHUHOM B
komoHe 252 (Gly252Arg) [16, 50]; MmyTalus MUOLIMIN-
Ha B reHe (Q368 myrarus) [13]; iNOS u Mukpocates-
nutel (CCTTT)™ [33]; B xpoMocome 3q21-q24 noKyc
«D3S3637» u «<D31763» [25].

IMommopdusm AGTR2/3123 C — A ripu HOpMoO-
TEH3WBHOU TJIayKOME SIBJISIETCS CaMbIM pPacIipocTpa-
HeHHBIM cpeau 10 momuMopdusmos [22]. B rexe ontu-
HelipuH (OPTN) ectb Tpu monumopdusma: Thr34Thr,
Glul63Glu u 553-5C (HOBBI TOTMMOP()U3M B UHTPO-

Ogmanvmonoeuueckuii scypran Ne 4, 2008 71



O630pbI INTEPAaTYpPbI

He 6). B TIGR rene — aBa nonumopdusma: Tyr347Tyr
B 9Kk30He 3 1 Arg76Lys B 3k30He 1 [17].

Brigenstiorest Takke JTIOKYChI, MMEIOIINE OTHOIIIE-
HME K NAaTOT€HEe3y MEePBUYHOM OTKPBITOYTOJbHOM TIJIa-
yKoMmbl: ToKyc GLCI1A B xpoMocome 1 (1g23-q24) nipu
BpoxaeHHo# rmaykome u [TOYT y B3pocibix; JIOKyC
GLCIB B xpomocome 2 (2cen-ql3) mpu HOpMOTEH3UB-
Hoi1 timaykome; Jokyc GLCI1C B xpomocome 3 (3q21-
q24) ipu ITOYT y B3pocabix; tokyc GLCID B xpomo-
come 8 (8q23) mpu ITOYT y B3pocnbix; tokyc GLCIE B
xpomocome 10 (10gq15-14) npu HOPMOTEH3UBHOI TJa-
ykome; Jokyc GLCI1F B xpomocome 7 (7q35-q36) npu
ITOVYT vy B3pocabix [16].

[eHeTMUecKMe MCCIIeIOBaHUS TIPU SKCHOIMATUB-
HoOIi Ty1ayKome, rpoBeaeHHble B Ucnanauu u Ll Bennn,
BBIIBUJIN Y 99% 00cCjIe10BaHHBIX JIALI IBE MyTalliy Ha
xpomocome 15 Brene lysyl ocidase-like LOXL1. OTu my-
Talluu OTCYTCTBYIOT mpu aApyrux dopmax [TOVYT. IIpo-
aykt reHa LOXLI1 karanus3upyeT peakuuio, KOTopas
MPUBOAUT K CaMOIIPOM3BOJILHOMY CTPYKTYPUPOBAHUIO
TPOTIORJIACTUHA M B KOHEYHOM WUTOTE — K 00pa3oBa-
HUIO 3peJIbIX BOJOKOH MOJMMEPHOro 3J1acTUHA. Djac-
THH — BaXHBII CTPYKTYPHBIN 3JIEMEHT B OpTaHU3ME.
OH TakXe BXOIOWUT B CTPYKTYPY CBSI30K XpyCTaJIMKa U
pelIeTyaToi MIaCTUHKY 3pUTeIbHOTO HepBa [53].

B noctymHoit HaMm JUTepaType He OTpaXkeHO 3Ha-
YEeHME TeHETUYECKMX MapKepoB B TEYEHUU U MPOTHO-
supoBaHuu OI.

MMMYHOTMCTOXMMUYECKUMU  UCCIEAOBAHUSIMU
YCTaHOBJICHO, YTO 3KC(MOJMAIINM COCTOST U3 alb(a-
3JIaCTMHA, TPOITO3JIaCTUHA, BUTPOHEKTHHA, aMUJIOUAA
P, puopunnuna [54]. [TockonbKy pUOpVIIVH SIBISIETCS
OCHOBHBIM KOMITOHEHTOM 3JIACTUYECKUX MUKOPOHHO-
PWILJI, 3TO JaJ0 OCHOBaHME OOJIBIIMHCTBY MCCJEeNOBa-
Tenei cuntath DC IMpOoSIBIICHMEM 3JIaCTO3MCa, IIPU KO-
TOPOM MOBPEXAAIOTCS DJIACTOMUKPODUOPUILILI [51].

Bwmecre ¢ TeM B 1uTepaType onyOJMKOBaH Psi APY-
TUX TEOPUIi, OOBSICHSIOIIUX (DOPMUPOBAHUE IKCPOIU-
amii [10]. CormacHo 00O0OIIEHHBIM JAHHBIM, K HUM
MOKHO OTHECTH aMWIOUIHYIO T€OPHUIO, TUIIOTE3Y O Be-
JylIeM 3Ha4eHUY HapylleHUs] MeTaboju3Ma B 0a3aib-
HbIX MeMOpaHax [41]. OTneabHO psSIOM aBTOPOB pac-
CMaTpUBAETCsT BO3MOXHOCTh MH(EKLIMOHHOM TTPUPOIEI
pazButust DC [42]. HecMoTpst Ha GOIbIIOE KOJTUYECTBO
MPOBEACHHBIX 3JICKTPOHHO-MUKPOCKOITMIECKIX U THC-
TOXMMMYECKUX HMCCAEIOBAHMI, TOCBSILEHHBIX HU3yYye-
HUI0 3KC(POoNMauil, NX TOYHbIN OMOXUMUYECKUIA COCTaB
JIO HACTOSIILIETO BPEMEHU OCTAETCSl HEM3BECTHBIM.

B otnuuue ot apyrux ¢popm IMOVT, umeromux -
POKMI1 TeHHBIN TOTMMOP(dU3M B pa3TUMIHBIX XPOMOCO-
Max, DI oTmmyaeTcs 6ojiee YeTKUM W OTPpaHNYEHHBIM
TEHETUIECKAM MTPOUCXOXKICHUEM. DTO MOXKET UCITOJb-
30BaThCS B TMATHOCTHKE 3KC(OTMATHBHOTO CUHIpPOMA
¥ 3KC(HOIMATUBHOM TJTAYyKOMEI HAa paHHUX CTaINSX.

HTak, 10 HaCTOSIIIIEero BpeMeHW HET €IMHOIM TOYKHN
3peHUs Ha TAaTO(U3NOJIOTMIeCKIEe MEXaHU3MBI pa3By-
tusa DC, He pacKpbiTa MOpdosornueckas cyTb aKcdo-

JIVALIMii, He BBIICHEHBI MpuunHbI nepexona DC B OI.
IToaTOMy OMOMMKPOCKOIMMYECKOE U TUCTOMOP(POIIO-
TUIECKOe U3ydeHNe IKCHONMaIdil M UX KOPPEIISIIIN C
o0KUMHM 3a00J1€BAHUSIMU OpPTaHKU3Ma MO3BOJIUT YIyd-
IIATHh TMATHOCTUKY M IIPOrHO3MpoBaHMe TeueHus DI, a
TaKX€ HAWTU HOBBIE MOAXOABI K pAaHHEW TUArHOCTUKE
U JICUCHUIO.

Takum ob6pa3oM, nzydeHune 3KCcHOIUaTUBHOM I1a-
YKOMBI TIPOJOJIKAET OCTAaBaThCsl aKTyaJbHOM IpolJIe-
MOt 0(TaAIBMONOTUN. DTO OOYCIOBIEHO TSKECTBIO U
pacnpoCTPAaHEHHOCTbIO JAHHOW MNATOJOTMM, XPOHM-
YEeCKHUM XapaKTepoM 3a00JIeBaHUS M €r0 Cepbe3HBIMU
IMOCJICACTBUSIMM, OKA3bIBAIOIIMMHM BJIMSIHME Ha Kayec-
TBO XXM3HU YeJIOBEKA.
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IIneonTuka — pasnen oPpTaaIbMONIOTMU O CITOCo0ax
VAYJIIEHUS] ¥ HOPMajM3allMi pabOThl OpraHa 3peHMS
npyu (GYHKIIMOHAJILHOM €r0 HeIOpa3BUTUM — aMOJIno-
YU — OJHOI 13 HanboJiee YaCThIX MaTOJOTUi 3pUTEIb-
HOT'O aHaJIM3aTopa.

AMOJMONHS — TIOHSITUE COOMpaTesIbHOE, BKITIOUAI0-
1Iee pa3IuIHbIC IO STHOIATOreHe3y BUIbI ee. B HacTos-
1ee BpeMsi pa3inyaroT 7 BUIoB aMOronui: 1) pedpakiiy-
OHHasl, 2) TUCOMHOKYJISIpHasi, 3) aHM30METPOITMYECKasl,
4) oOCcKypallMOHHAs1, 5) TIpY HUCTarMe, 6) cMelllaHHasl,
7) ucrepuyeckasi |3, 22]. Kaxnprit Bum aMOJIMONyu UMe-
€T CBOM KJIIMHUYECKUE U MAaTOJIOTUIECKIE OCOOCHHOCTH.
OO0IIMM KJIMHUYECKUM MPU3HAKOM JIJIsSI BCEX BUIIOB aMO-
JIMOMUU SIBJISIETCS (DYHKIIMOHATBHOE CHIKEHHE TJIaBHOM
3pUTEIPHON (DYHKIIMM — IEHTPAJIbHOTO 3pEHUSI — OT
JIETKOM CTETICHU IO OYEHb TSKEJIOM C OCTPOTOM 3pEHUS,
pPaBHOI1 CBETOOIIYIIECHUIO € TOTEPEll CIOCOOHOCTU K
3putenbHON (pukcauyu. OOIIUM B MaToreHe3e amM0JImo-
nuu (KpoMe UCTepUYECKOM) CUMTaeTCsl NCTIpUBaLis pe-
TUHOKOPTUKAJIBHBIX 3JIEMEHTOB LIEHTPAJIbHOTO 3PSHMS B
CEHCUTMBHOM TIEPUOIE Pa3BUTHUS 3pUTEIILHOTO aHAIM3a-
Topa [61, 62]. YkazaHHbIe 00LIMEe MPU3HAKY KIIMHUKHA 1
MaToreHe3a aMOJIMOIMU OMIPEACISIIOT OOIIME TPUHITUTIBI
¥ METOJIBI TJICONITUIECKOTO JICYSHMS BCEX €€ BUIOB.

NHTeHCUBHOE pa3BUTHE IUJICONTUKUA HAyajaoCh
C CepemuHbl MPOILJIOr0 CTOJETUS OJHOBPEMEHHO C
YOIyOJIEHHBIM  U3YYEHUEM COAPYXECTBEHHOrO KO-
Corjla3usi, MOYTU TMOCTOSSHHBIM CIIyTHUKOM KOTOPO-
ro sBjseTcsa aMmOinonus kocsuero riasa. [Ipodiema
aMOJIMONUU U TUIEONTUYECKOTO JIEYEHUST BBUILY CBOEH
AKTyaJTbHOCTH B TEUEHME MOJTyBEKAa HE CXOIUT CO CTpa-
HUIL o TaTbMOJIOTHYECKO TuTepaTyphl. [1o 310l TEMe
KJIMHULMUCTaMU, (pu3nonoraMu 1 HelipodusnonoraMu
OITyOJIMKOBAHO OTPOMHOE KOJIMYECTBO (haKTUYECKUX
JTAaHHBIX.

JnurenpHOe BpeMsl €AMHCTBEHHBIM METOMIOM Jie-
YyeHUs1 aMOJUONUU ObUTIO BBIKJIIOUEHUE JTy4dllle BUAS-
IIETo TJia3a U3 aKTa 3peHus — MpsMas OKKITIO3Us, a-
ollasl YIy4dllleHUe U HOpMaJIU3alUio OCTPOTHI 3pEHUS
y Heteit 10 5-6 JeT; y neteit Gojiee cTapiiero Bo3pacTa
Mpy aMOJUONUHU C HEMPABUIIBHOM (hrKcalreil OKKITIO-
314 JIYYIIETo IJ1a3a HEPEIKO 3aKPETUISIET ee.

B 60-€ roabl IpoLLIOro BeKa [Is JIedeHUsT aMOJIU-
OINMUU KOCSUIETO TJa3a Hayadud NPUMEHSTh MeHaJu3a-
U0 — TIPpETHAMEPEHHOE YXyAIIEHUE OCTPOTHI 3PEHUS
JIyYIEro Ta3a, TOCTUTAEMOE €Tr0 TUMEePKOPPEKIUE,

© C. A. Tonuaposa, A. M. I[lerpyns, I. B. [1anrenees, 2008.
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