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lNcesdoakcgponuamusHsbiti cuHOpom (M3C) senssemcs cucmemHbIM 3aboregaHUeM C MPeuMywecmeeHHbIM oOPaXxeHuemM CmpyK-
myp anasa. BbisisrieHue mexaHU3Mo8 U 3akoHomepHocmeu ghopmuposaHusi [1OC — akmyanbHas npobnema ogpmarnbmorioauu. B o6-
30pe npedcmasrneHbl CO8PEMEHHbIE acrekmbl 3rnudemMuonoauu, namoaeHesa, Mopgboroauu, KNUHUKU U Knaccugukayuu M3C. 9mo
Heobxo0umo 01 paHHel duazHOCMUKU U pa3pabomku mep npoghunakmuku pazsumus MN3C.
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Contemporary aspects of pseudoexfoliation

syndrome

Pseudoexfoliation syndrome (PES) is a systemic disease with preferential injury of ocular structures. The exposure of mechanisms
and regularities of pseudoexfoliation syndrome formation is a topical problem of ophthalmology. Contemporary aspects of epidemiology,
pathogenesis, morphology, clinical picture and classification of PES are submitted in the review. It is necessary for early detection and

working out of the preventive measures of PES development.
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MceBnoakcgonuatueHbln cuHgpom (MIC/XFS; ot aHrn.
exfoliate — cnywmBaTbcsl) — 9TO cUcTeMHoe gucTpodmyeckoe
3aboneBaHue, accounmMpoBaHHOE C BO3pacTOM, Arsi KOTOPOro Xa-
paKkTepHO MpeuMMyLLECTBEHHOE NMOpaXeHue CTPYKTYp nepegHero
cerMmeHTa rmasa [1, 2]. Kniouesble nposieneHunst N3C — obpasosa-
HWe 1 AenoHNPOBaHNe aHOMarbHOrO SKCTPaLIENIONSAPHOrO MUKPO-
hnBpunnspHoro Matepuana Ha NOBEPXHOCTH PA3NMNYHbIX CTPYKTYP
rnasa, a Takke BO BHYTPEHHMX opraHax (neyeHb, NoYku, cepaue,
060M04KI MO3ra 1 NPOYME) U KOXXE — PacCLEHMBAIOT Kak CUCTEMHOE
HapylweHne meTabonmama coeguHUTensHoOM Tkanm [1, 3-14].

3a nocnegHee aecatunetme nHtepec k N3C 3HaunTenbHO Bbl-
poc, 4TO CBSI3aHO U C yBENUYEHUEM CpPedHEro Bo3pacTa XW3HU
HaceneHusi, 1 ¢ COBEPLLEHCTBOBAHWEM METOL0B MPWKU3HEHHON
AMarHoCTMKM NaTonorum rnasa. 3To N03BONMII0 OGHaAPYXUTb Npu-
3Haku M3C 6onee yem y 1/3 HaceneHusi B Bo3pacTe ctaple 60 net
[5-7, 15]. M3C oTHOCKTCA K Hanbonee pacnpoCTPaHEHHbIM creL-
NUYECKUM NpUUMHAM pPas3BUTUS KaTapakTbl U OTKPbITOYroNbHOM
rmayKoMmbl, KOTopasi XxapakTepuayeTcsi GbICTPbIM NPOrpeCcCcUpoBaHU-
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€M, BbICOKOW PE3UCTEHTHOCTbIO K NPOBOAVMOW MEAUKAMEHTO3HOM
Tepanun 1 HebnaronpmaTHLIM NporHo3om [1, 6, 7, 11, 12, 16-19].

HecmoTps Ha Lnpokoe pacnpocTpaHeHWe AaHHOW NaTonorum
N TSXKECTb OCINOXHEHWUN, NneveHve naumeHTos c N3C npeacras-
nsaercsa manoadgpdektmeHbiM [1, 7, 11, 15-17, 19]. Ucnonb3oBaHue
Knaccu4eckux NoaxofAoB Y MHHOBALIMOHHbBIX XUPYPru4eckux TeXHO-
JI0TWIA, C YH4ETOM YacTbIX peLnaMBOB NaToONoOrM4eckoro npolecca
rocrne X1pypruyecknx BMellaTenbCTB, He onpaeapiBaeT cebs. Bo
MHOFOM 3TO CBSI3aHO C AeULIMTOM 3HaHUI U haKTOB, KacaroLLmxcs
naToreHeTUYeCcKMX MeXaH13MOB 1 MOSEKYNSIPHBIX OCHOB pasBUTUS
naTonoru4yeckoro npoLecca B nepeHeM cerMmeHTe rnasa npu MN3C.
HecmoTps Ha NOYTK CTONETHIOW UCTOPUIO pa3BuTusa Teopun MN3C,
BOMPOCHI 3TMOMNOIMN 1 NaToreHe3a AaHHoro 3aboneBaHNs 0CTalTCs
Manousy4yeHHbIMK, a UMetoLLMecs pe3ynbTaThl NpeacTaBnaoTCs
HeogHo3HayHbIMK [1, 3, 10, 14, 18, 20].

MepBoe onucaHWe naTonorM4eckoro npolecca B rnaay, M3BecT-
HOTO Kak «cTapyeckas akcdonuaumnsa (ncesgoakcconuaums) kan-
Cynbl XpycTanuka, CBsA3aHO C UMeHeM PUHCKOro uccregoBarenst
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J.G. Lindberg, koTopbivi B 1917 rogy onucan cepo-ronybble xnomnbsi
Ha 3pa4yKkoBOM Kpae paay>KHoi 060mno4kn y 6,6% nuL, NpeKknoHHOro
Bo3pacTa, y 20% 6onbHbIX cTapyeckon katapakTon n noutn 'y 50%
B60nbHbIX XpOHUYeckown rmaykomoli [1, 6, 8, 9, 17, 18]. A.Vogt ceazan
M3C c rnaykomon [15]; R.Sampaolesi BbissiBUN HapyLLeHne remato-
odranbmmyeckoro 6apbepa npu M3C [10]; A.Tarkanen obpatun
BHMMaHWe Ha BOBIIeYEHWe B MPOLECC LMnapHbIX OTPOCTKOB [8];
A.Garner, R.Alexander obHapyxunu otnoxeHve matepuana NMN3C
Ha 30HYnNAPHbIX cBsidkax [11]. TepMUH «NCceBO03KCHONNATUBHBINY
6b1n npegnoxeH G. Dvorak-Teobald B 1959 roay [12].

CsegeHua o pacnpoctpaHeHHocTu MNM3C pasHopeuusbl. M3C
AnarHocTmpyeTcs BO BCEM MUpe, NpuUYem knumat u reorpadu-
YyecKoe MOMoXeHUe CTpaHbl HE UMEKT CYLLECTBEHHOTO 3Ha4YeHUsI
B BbIsIBNieHUN 3TOro 3abonesanus [1]. B nutepatype npusoasatcs
AaHHble o vactote MN3C B AHrnun — 4%, lepmanun — 4,7%,
Hopserun — 6,3%, Nicnangnm — 29%, Mpeummn — 16,1%, MipaHe —
9,6%, Asctpanun — 0,98%, Kutae — 0,4%, NHamm — 5%, AnoHumn
— 3,4%, B cTpaHax KOxHon Adpukn — 6,5%. PacnpocTtpaHeH-
HOCTb €ero yBenuymeaetcs ¢ BospactoMm: oT 1-2,5% (50-59 net) go
30% (61-70net) — 42% (y nwuu ctapwe 70 net) [18]. [No gaHHbIM
Kponsa O.C. (1970), B ueHTpansHon Poccun nceeaoakcdonauum
o6HapyxuBanuce y 6,2% nuu ctapiie 50 net n B 13,9% — B BO3-
pacTte 70 neT. Y 60mnbHbIX CO CTap4ecKow KaTapakTon YactoTa 3a-
bonesaHns BospactaeT A0 40,4%, a y 60rbHbIX C OTKPLITOYrOfbHON
rnaykomon — fo 73,3% [17].

KnuHnyeckme nposienenus MNIAC, kak npaBunio, HabnogatTcs
CHavana Ha OHOM rnasy W NMuLlb CyCTs onpedernieHHoe Bpemsi
(5-10 net) — Ha gpyrom [2, 5, 6, 8, 12-14, 21]. Yawe N3C HaunHaeT
dopmumpoBaTtbcs ¢ niesoro rmnasa [13]. ccnegoBaHus napHbIX rnas
NpOOEMOHCTPUPOBANN TOHKME, cneuundmnyHblie ans MN3C cTpykTyp-
Hble M3MEHEeHUs1 TKaHeW NepegHEero cerMeHTa rnasa B KNnMHUYecKu
He BOBIeYeHHbIX B npouecc rmas [1, 5, 6, 10, 11, 14, 16]. JanHas
naTonorusi rrnasa Jailie BCTpeYaeTcs Y XeHLUMH, HO Tsbkenee npo-
TeKkaeT y My>xuuH [1, 15].

[o HacToswwero BpemeHu atnonorus N3C, HeCMOTPS Ha MHOro-
YUCNEHHbIE U MHOTONIETHNE UCCNENOBAHNA B 06MacTu KIMHUKY,
naTocuanonorum rmasa u monekynsipHo 6uonorun, octaercs
HeBbIsICHEHHON. Cpeaun 3HayMMbix akTopoB pa3sutusa M3C
BbIAENSOT reHeTudeckue (Npeapacnonararowme) n HereHeTuye-
ckue. K reHeTmyecknm chaktopam oTHocaTcA: 1) Hacnegyemble
HapyLUeHUs1 3KCTIPECCUW TeHOB B SiAPE Y MUTOXOHAPUSAX; 2) Npu-
obpeTeHHbIe N3MEHEHMWs] TeHeTUYECKOW AKCMPECCUU, CBSI3aHHble
c Bo3pacTtom, nospexaeHnem OHK akTneBHbIMM chopmamm Kncno-
poaa, aucperynsumen TpaHCKPUNUMOHHBIX npoueccoB. YacToTta
nposieneHunn NMI3C cpegn poaCcTBEHHNKOB Ha NOPSAOK BbILLE, YEM
B cpegHeM no nonynsuuv. Ha ocHoBaHum atoro 6bin caenaH Bbl-
BoA, 06 ayTOCOMHO-A0OMMHAHTHOM NpuHUMne HacnegosaHus MN3C.
B nocnegHee BpeMs yxxe 06Hapy»xeHo 14 aHTureHo HLA cuctemel,
accouumpoBaHHsbix ¢ MAC. K HereHeTnyeckum paktopam passuTust
1 nporpeccupoBanusa MNAC oTHOCAT ynbTpaduoneToBoe nany4de-
HWe, OCTpble TPaBMbl U MHEEKLMM [Nasa, HapyLleHne UMMYHHOTO
cTaTyca rnasa. YnsrpadvoneToBoMy M3ny4eHUo OTBOAAT Krloye-
BYIO POSib B BO3HWKHOBEHWM U NporpeccupoBaHum MN3C, Tak kak oHO
MHAYUMpYeT cBOGOAHO-paaMKanbHOe OKUCNEHUE U AECTPYKLUMIO
BrvomembpaH knetok. dakTopamu, cnocobCTBYIOLMMU PA3BUTUID
M3C, MoryT BbITb KypeHue, XpoHn4Yeckne 3aboneBaHnsi CUCTEMHO-
ro xapaktepa [1, 18]. OTmeueHo, 4to N3C yacTo pasBnBaeTcH Ha
hoHe runepTeH3nm, atepockrieposa, aHeBPU3Mbl aOpThbl U ApYron
cepaeyHo-cocyaucTomn natonorum [7, 8].

MepBoHavanbHO Npeanonarany, YTo OCHOBHBIM MCTOYHUKOM
CUHTe3a NceBA0aKCONMaTMBHOMO MaTeprana siBNsieTcs anuTenui
Xpyctanuka. Ho aToT chakT Obin1 oNnpoBeprHyT nocrne Toro, Kak 06-
Hapyxwunu passutue MNOC y 6onbHbIX BCKOpE NOCNe UHTpakancy-
NAPHOW 3KCTpakumm katapakTbl [8, 12]. B 1956 r. O.Sunde, usyyas
C NOMOLLIbIO 311EKTPOHHOWM MUKPOCKOMUM U FTMCTOXUMUW XPYCTanuku

DonbHbIX C NceBaoaKconuaumnert nepegHen Kancysnbl, yCTaHOBUIT,
YTO PacnofioXeHHOe Ha Hel BELLeCTBO MMeeT GenkoByo Npupo-
[y, COCTOUT 13 Ny4KoB rpybbix 1 TOHKMX mnbpunn n obpasyetca
MUIrMEHTHBLIM 3NUTENVEM U MenaHouMTamy CTPOMbI paayku [1].
BonbLuoii BkNaa B pa3suTue NpeacTaBneHnii 0 Npupoae NceBaoak-
cconmatmeHoro matepuana BHec A. Ringvold, yctaHoBMBLUWIA, YTO
yKasaHHbI MaTepuan oTHOCUTCS K amunongonoaobHowm cybeTan-
unn [6, 8, 11]. MNo coBpeMeHHbIM AaHHBIM, NMPK YNBTPaMUKPOCKOMNKW-
YeCcKOM UccreaoBaHnM NceBgoakcdonmaTBHbIn Matepuan (M3M)
npeactaenset cobon Komnnekc Mmkpodmbpunn n amopdHoro
matepuana. Mukpodunbpunnbl opMUPYIOT LIEHTParnbHY YacTb
(cepaueBunHy) 1 cogepxaT anacTuH, TPONo3anacTuH, amunous P,
BUTPOHEKTUH, pnbpunnun-1 un ap. MNMepudepnyeckas amopdHas
30Ha MN3M BkntovaeT MUKO3UNMPOBaHHbIE FUKONPOTEWHBI U NPO-
TEOornukaHbl, B TOM Yucre BXogsilune B coctaB 6a3anbHbIX MeM-
OpaH (BM) — namuHuH, HMgoreH, PMBPOHEHKTUH, BUTPOHEKTUH,
amunong B v gp. [1, 3].

Takum obpasom, aHanua xmmuyeckoro coctasa N3M cnocob-
ctBoBan 6onee rny6okoMy MOHWMaHWIO CyTW MATONIOrMYECKOro
npouecca v no3sonun chopmMrMpoBaTh TEOPUID TEOPUIO 3MacTosa
n natonorun 6a3anbHbix MembpaH [1, 3, 5, 6, 10, 11, 20, 22, 23].
OTa Teopusi npeanonaraeT MynsTUdakTopuanbHoe HapyLlleHne
CMHTEe3a 1 cOOpKM YacTel MEXKNEeTOYHOro BellecTBa, KoTopoe
NposiBNAETCA U3MEHEHUEM CTPYKTYPbl U PYHKLMU 3NacTUYECKUX
MUKpombpunn coegnHuTenbHoOn TkaHu, BM anutenunes n aHgo-
Tenus. OCHOBHbIMW TKaHEBbIMW KOMMOHEHTaMM, BOBMNEYEHHbIMU
B MaTONOrMYeck1in NpoLecc, ABNSIOTCS COeANHUTENbHAs TKaHb,
6oraTasi NIUrMEHTOLMTaMM U KPOBEHOCHBIMU COCYAaMM, U MOKPbI-
BalOLLMN ee NUTMEHTHbIN anuTenuin. Bce aTo cBMaeTenscTByeT
0 HapyLUeHWUN 3NUTENMO-ME3EHXMMAIIbHbIX B3aMOOTHOLLEHWIA
B CTpPyKTypax rmasa [1, 6, 11].

VMimeeT npaBo Ha cyLLecTBOBaHWE TEOPUS, yTBEPXKAAOLWas, YTo
M3C — BapuaHT naTtonoruu rnasa ¢ seayLmm oTOOKCUMAATUBHBLIM
MeXaHU3MOM MOBPEXAEHUS CTPYKTYP. ATO NOATBEPXAAET BLICOKUN
YPOBEHb MapKepOB OKCUAATUBHOIO MOBPEXAEHUS B CTPYKTypax
n cpegax rmaasa [1, 3]. OgHako npu aHanuse anvgemuonorumn MN3C
BeAyLLas posib OTOIKCNO3NLMMN NPeACTaBNSAETCS COMHUTENBHOM,
YYMTbIBas Camblii BbICOKWIA NPOLIEHT Pa3BUTWS AAHHOW naTonorum
y ckaHAuHaBoB. BeposiTHee Bcero umeetr MecTo NOBbILLEHHAs
OTOCEHCUTM3aUMSA 1 HapyLeHne 3aluTbl CTPYKTYp rrasa ot
¢oTookcuaaTnBHOro nospexaeHus [1].

Ocoboro nHTepeca 3acnyxuBaeT To4ka 3peHUst TeX yYeHblX,
KoTopble paccmatpuatoT MN3C kak BapMaHT CUCTEMHOWN BaCKyro-
natum. 3Ta Teopus NpmaHaet cBasb [13C ¢ naTtonornen cepgeyHo-
COCYAMCTON CUCTEMbI U PUCKOM Pa3BUTUS KapAWOBACKYMSPHbIX
OCINOXHEHWI (rMnepTeH3nn, aHeBpU3Mbl aopTbl, MHpapKTa MUO-
Kapga v op.) v 0ogHOBpPEMEHHO 0bbsicHAET cBaA3b MMOM ¢ 6asanb-
HOM MeMbpaHou cocyaoB. [1o MHeHUIO psifa aBTOPOB, HapyLUeHue
rematoodtansmuyeckoro 6apbepa (FOB) aBnseTcs Kno4YeBbIM
3BeHoM B natoreHese [13C. Mpopbie OB cBA3bIBAOT C NOBPEX-
OEeHNeM CTEHOK COCY[AOB pafyXKu, C HapyLUeHWEM CUHTe3a UX
6asanbHo MembpaHbl. CyxeHne npocseTa COCy4oB pagyXHON
060noYKkN, yBENMUYEHNE KOMMareHoBbIX TKaHeW U YTOnLeHne unx
6a3anbHoii MeMBpaHbl OTHOCATCS K MHBOMIOLMOHHbLIM MpOoLieccam.
Ho npu M3C 3T n3ameHeHUss HocAT Bonee BbIpaXXEHHbIA Xapak-
Tep: Ae3opraHu3aums CTPYKTYp COCyA0B pagyXku B BUAe notepu
3HOOTENUs U aABEeHTULMM C NOCMEAYIOLMM X UCTOHYeHMeM. [a-
nee KOMNoHeHTbl N3M oTknagpiBalTCA Ha aABEHTULIMK COCY/OB,
BbI3blBasi AereHepaumio rMmaakux MbllLeYHbIX KIeToK, NepuLUTOB
1 3HAOTENManbHbIX KNETOK BNMOTb 0 NOSHOIO pa3pyLUEHNs CTeH-
KM COCYOOB pafyxku ¢ obpasoBaHnemM UHUCTP 1 obnutepaumm
3TMX cocynoB. KpoBOTOK B cocynax pagy»kku 6onbHbix MN3C 3Haum-
TenbHO CHWXeH. CyLLeCTBEeHHYH POsib B MOBPEXAEHWUN 3HAOTENUs
papyHoi obonouyku u Tpabekynbl UrpaeT rMNoKcusi nepeaHero
cermeHTa rmasa. CrnefcTBreM 3TOro SIBNSIKOTCS NponmdepaTuBHbIe
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npoueccol B TpabekynsapHow ceTn, atpodus Mbllll cpuHKTepa
n gungararopa [1, 3, 7, 8, 12, 18].

Tonbko B nocrnegHue rofbl NOSIBUIUCH HayyHble ny6nvkaumm,
MOCBSILLEHHbIE N3YYEHWI0 PO UMMYHOMETabonnyeckux 1 Bocna-
nuTenbHbHBLIX NpoueccoB B natoreHese M3C. [lokasaHo, 4To y na-
umeHToB ¢ MOC B CNE3HON XNOKOCTU onpeaenseTcs JOCTOBEPHOe
noBblleHne KoHueHTpauun WUI-6, yyacTtsytowero B peanvsaumm
BOocnanutenbHbIx npoueccos, AJ-10, obnagatoLLero npoTMBoBOC-
nanuTenbHOWM aKTUBHOCTbLIO, OCTPOa3oBoro Gernka nakroepprHa,
CEKPETOPHOro UMMyHornobynuHa knacca A, 4To MOXET CBUAETENb-
CTBOBaTb O POMM aKTUBALMM MMMYHOBOCNANUTENBHOMO MpoLecca
B MexaHun3max passutusa MNaC [1, 20].

B natonoruyeckun npouecc npu M3C BoBneyeHbl npakTnye-
CKM BCce CTPYKTypbl rmasa. PaccesaHHble yactuubl [1OM B Buge
npeuunuTaToB, UHOTAA NMUIMEHTUPOBAHHbIX, BbISIBISIHOTCS Ha Mo-
BEPXHOCTM 3HOOTENMUsi porosuLibl. VIx HyxHo anddepeHumpoBaTth
€ npeuunuTaTamMmm BocnanutenbHoro xapaktepa. OTnoXeHus nur-
MeHTa npu NM3C 06bI4HO BCTPEYalOTCS B LIEHTPE POroBULLbl, YacTo
npuobpetas hopMy pacLUMPEHHOro K HU3y BepeTeHa (BepeTeHo
KpykeHbepra). ccnegoBaHms nokasanu, 4to npu M3C cHuxkaeTcst
NMNOTHOCTb SHAOTENMAIbHbIX KNETOK. Kpome Toro, y 6onbLUunHCTBa
NauMeHTOB, MMEIOLLMX BbIpaXXeHHbIE KnHUYeckue npuaHakm M3C,
BbISIBNIEHO YBEMMYEHNE TOSLWMHbI POrOBULIbI O CPaBHEHMIO C nap-
HbIM rnasom. 310, ckopee BCero, MOXHO 0OBbACHUTL TEM, YTO Ha-
pacTaioLme AUCTpodrIECcKUe N3MEHEHUST BbI3bIBAIOT HapyLLUeHne
HaCOCHOWN (PYHKLMWN KOpHeanbHOro 3HAOTENUSI, YTO U NPUBOAUT
K OTEKY CTPOMbI U YBENUYEHMIO TOMNLLMHbBI poroBULbl 6e3 noTepu ee
npo3payHocTu. BeigeneH ocobbivi Tvn kepatonatum npu MAC [15,
21, 24], KOTOpbIN XapaKTepnayeTcs HEPaBHOMEPHbIM YTOSLLEHNEM
AecuemeToBol MembpaHbl (BCNEACTBYE HAKOMNIIEHWS B ee TorLe
[M3M) 1 BbIpakeHHbIM 3aXBaTOM MenaHuHa KneTkamu saHaoTenus
porosuubl [1, 7, 8, 13, 21]. B cBA31 C U3BMEHEHUsIMU B CTEHKE Nepea-
HUX LUUnMapHbIX apTepuii U pasBuTUEM XPOHWUYECKOW TMMOKCUK
TKaHeln obHapy>XMBakTCa NPU3HaKM kcepodTanbMuu.

BaxHbin npuaHak M3C — ypeamepHasa nurmeHTaumsa Tpabe-
Kynbl. XapakTepHa nokanusauus no nuiun LLisans6e n B 30He
Knepeau oT Hee, NPeACTaBIEHHON eAUHUYHBIMU UM MHOXXECTBEH-
HbIMU NUHUAMK (MuHKns Camnaonesn) [12, 13]. MNpegnonaraercs
yyacTue KopHeockrnepanbHol Tpabekynbl B akTMBHOM o6pa3so-
BaHun NOM (ocobeHHO B 3HOOTENMM LINeMMOBa KaHana), 4to
NpuUBOOWT K Ae30praHnM3aumm apxMTeKToHKK nocnegHero. Kpome
TOro, MPOUCXOAUT MexaHuyeckasi 3akyrnopka yBearbHOW YacTu
TpabekynsipHon cetn genosutamu MNI3C. Ewe ogHum cakTopom
Ha NyTW NPEnsiTCTBUS OTTOKY XWAKOCTM SIBMSIETCS NOBbILLEHNE KOH-
ueHTpauwmm 6enka B BogaHucTou Bnare (BB) BcneacTteue HapyLe-
HUs1 npoHuuaemoctn MOB, a Takke OTNOXeHWs rpaHyn NUrMeHTa
B TpabeKynapHoW ceTu, YTO NPOSsIBNAETCS TuHaanM3aumen (ncesno-
yBeuT). MenaHuH, KOTOpbI BLICBODOXAAETCH MPW 3TOM, OKa3biBaeT
LIMTOTOKCUYECKOE AeCTBUE Ha aHAoTENnanbHbie TpabekynspHble
knetkun [1, 3, 6-8, 10, 11, 16, 19].

M3meHeHuns B pagyxxHon obonodke rnasa npu MN3C oTHoOCAT
K paHHUM UHPOPMATUBHBIM KIIMHUYECKUM cuMnToMam. OTnoXeHne
[OM B kpae 3padka oTMedeHo y 32-94% naumeHToB. MNoBpexaeHve
KNEeTOK NMUrMEeHTHOro aNUTENUS pagyXKu NPUBOAUT K ee aTpoduu,
BOCNPOM3BOAsiLLEN 3 eKT TpaHCUIMoMUHaUuM (NpocBevmMBaHne
pagyXKku B MPOXOAsiLLEeM cBeTe) B 0b6rnactu cmHKTepa 1 3padka.
HavanbHble npuaHaku M3C valle Bcero NOSABASIOTCA B HUKHEN
3paykoBon YacTtu pagyxku [10, 13]. Amucnepcusa nurmeHTa pagyxku
OTHOCMUTCS K paHHWUM, 4acTo BbisiBNseMbIM npusHakam MN3C [5, 10,
12, 13]. Npuyem 3epHa NUrmeHTa no pa3amepam bonbLue, Yem npu
CMHAPOME MUrMEHTHOMN Ancnepcun. BbipaxeHHOCTb naTonoruye-
CKUX U3MEHEHWUI B COUHKTEPE M AunaTtaTope pafjyXku cBsidaHa
CO CTeNeHb0 pUrMaHOCTK 3padka. 3pavok ¢ npossneHnsmm NMN3C
yXe, YeM B MHTaKTHOM rnasy, 1 Nioxo nogaaeTcsi paclumMpeHuio
[2,4,5,6,8,17,19].
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Ha cambIx paHHuX cTtagusax passutusa MN3C BbiSBRAAOTCS U3-
MEHEHWs1 B LMNMapHOM Tene 1 CBSA30YHOM annapare xpycTanuka.
BornokHa LIMHHOBOW CBA3KM YalLle BCero AedOpMMPOBaHbI M HacTWy-
HO pa3opBaHbl (CraboCcTb LMHHOBOW CBA3KW), YTO KITMHUYECKN MPOo-
ABNsieTcs hakodoHe30M, NOABLIBUXOM UMW BbIBUXOM XpycTanuka
[9, 23]. Bce aT1 npoLecchl B Criydae purMaHoro 3padka unm Hanuumsi
3aHMX CUHEXUI MOTyT NpoTekaThb ckpbiTo. N3C npegpacnonaraet
K (OOpPMMPOBAHUIO CUHEXMIA MEXAY 3aAHUM MUIMEHTHBIM 3NUTenu-
eM pafyXKv 1 nepegHen kancynom xpycranuka. M nocne yaanenus
KaTapaKTbl COXpPaHSIETCsl TeHAEHUMS K (hOPMUPOBAHUIO CUHEXUIA
Mexay pagyXKon 1 UCKYCCTBEHHbIM XpycTanukom [8, 12].

BreisiBnsiemyto npy 6MOMMKPOCKONUU MaTOBYHO MOBEPXHOCTb
XpycTanuka CY4MTaroT OQHUM U3 paHHuX npusHakos MN3C (npekan-
cynapHas dasa). [lanee crneayet npe3epHucTas dasa, koTopas xa-
paKTepur3yeTcs HanMuneMm Konbla B cepeayHe nepegHen Kancyrbl,
BbISIBNIIEMOIO NP paclunmpeHnr 3padka. Mpu no3gHen (3epHUCToN)
chase kapTuHy OpMUPYIOT TP 30HbBI HA NEpedHeN kancyrne xpycra-
nVKa: ueHTpanbHas, obpazoBaHHas O4HOPOAHBIM KorbLoM [M3OM,
KOTOpOE COOTBETCTBYET AMAMETPY 3payka; NPOMEXYTOYHas 30Ha,
cBobogHas ot [MOM; nepudepunyeckasn sepHucTas 3oHa, NpeacTas-
neHHas arperatamu amopdHoro Bewlectsa [1, 4, 5].

OTtnoxeHnsa NM3M B Buae BOMOKOH UMK BKITHOYEHUIA HabnoaatoT-
Cs1 Ha NepeaHei NOBEPXHOCTM CTEKNOBUAHOIO TENa UK B MOMOCTH
npwv ero nepegHen otcnonke [1, 8, 12].

B psime uccnepoBaHuii otmevaetcsa cessb [13C ¢ passuTnem
MakynsipHou gereHepauun. N3C sBnsieTca pakTopom pucka pas-
BUTWSI KPOBOU3NUSIHWIA Ha OWUCKEe 3pUTENBbHOTO HepBa, TPoMb603a
LileHTpanbHoW BeHbl ceTyaTku 1 ee BeTeer [1, 8, 12, 14]. B rasax
¢ nposiBrneHusiMun NAC BennunHa aucka 3puTernbHOro HepBa MeHb-
e, 4eM B rnasax 30opoBbix nogen. OgHom M3 NpUYMH 3Toro de-
HOMeHa CUMTaIoT NOBbILLEHNE PUTMAHOCTM peLleTyaTon MembpaHbl
n3-3a HapyLueHus anactoreHesa npu N3C, yto genaet ee 6onee
YyBCTBUTENbBHOW K Nepenagam BHyTpurnasHoro aaenexus [1]. 3tum
e MOXHO 06bsACHUTL Gonee paHHee pa3BUTUE FNMAayKOMaTO3HOM
HeviponaTtum y 6onbHbIX rnaykomon npu M3C.

M3M MOXHO OBHapYXWUTb U B CTPYKTypax BCMOMOraTenibHOro
annaparta rnasa. Kome toro, N3M oGHapyxeH B koxe, B cepaue,
neyeHun, novkax, obonoyvkax mosra u xen4yHom nyseipe [1, 4, 5, 7,
8,11,12,14, 17, 18].

HecmoTps Ha MHOrouMcneHHble paboTbl, NOCBALLEHHbIE U3yye-
HMIO aTMonorum n natoreHesa MN3C, pacwmgpoBke MONEKYNSIPHBIX
MeXaHVW3MOB HapyLUeHW MeTabonvama TkaHe rnasa, NpuxoanTcst
KOHCTaTMpOBaTb HEYAOBETBOPEHHOCTb KIIMHULIMCTOB pesynbraTa-
MU neveHns naumeHnToB ¢ MN3C [1, 25]. MNpexae Bcero aTo CBsI3aHO
c nosgHen anarHoctukon M3C, valle Ha cTagum BbIpaXXEHHbIX
rmasHbIX MPOSIBIIEHUIA 1 Pa3BUTUSI OCTIIOXHEHWIA. Bbixogom siBnsietcst
pa3paboTka KpUTepueB paHHein «JOKITMHUYECKOWM» AMarHOCTUKU
M3C. OcobeHHO NHPDOPMATUBHBIM B 3TOM MIIaHe SBNSIETCS MeTof,
ynbTpassykoBow Grommkpockonum (YBM), KoTophbii no3BonseT npu-
YKM3HEHHO BbISIBUTb OTIIOXEHWSI HA CTPYKTYpaXx nepefHero cermeH-
Ta U UPMOOLMIIMAPHON 30HbI M OLEHUTL aHaTOMO-Tomnorpaduyeckue
N3MEHEeHNs CTPYKTYp aTon obnactu rmasa [1, 4, 6, 13, 18]. ImeHHo
nccnegosatenu MN3C, ucnonbayowme YbM, Bnepsble BblgeNMnm
«OOKIMUHUYECKYIO» CTafumio, KOrAa Ha ckaHorpaMmMax Bu3yanuau-
pyloTCsi OTrOXeHWs1 B 06nacTy OTPOCTKOB LMnMapHoro Tena v ne-
pvichepuyeckolt 30HbI XpycTanuka, KoTopble He UMelT BUANMbIX
KNHUYeCKux nposienexun [23, 25, 26].

WccnenosaHnus, Havatble B 2004 rogy Taxungm X.I1., EropoBon
3.B. n Y3yHan [.I., nonoxunu Havano knaccudukaumm MN3C no
AaHHbIM YBM. ABTOpbI BblAENUnM 4 ctagum Natonornyeckoro npo-
uecca. Kaxxgon n3 ctaguin npucyLLy Ka4ecTBEeHHbIE U3MEHEHWS.

| cTagms xapakTepusyeT HayarnbHble NPOSIBEHUs NCeBA03K-
cconunaTtneHoro cuHagpoma no YBM, npu kotopon Bu3yanusmpy-
I0TCS1 TOYEYHbIE BKIMIOYEHUsT crabol akyCTUYECKOl NMOTHOCTM Ha
CTPYKTYypax nepefgHero cerMeHTa rrnasa.
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Il ctagusi oTpaxaeT NosiBNEHNE HayanbHbIX U3MEHEHWIA CBS-
304HOrO annapara xpycTanuka, KoTopble NposIBMSIIOTCS pasHuLen
B ANWHE BOMOKOH LIMHHOBOW CBSI3KW B Pa3fMYHbIX CErMeHTax, ux
WCTOHYEHUEM, PACTsXKEHWEM, @ MECTAMUW — YTONLLEHNEM, CKIeu-
BaHWEM BOJITOKOH.

Mpw Il ctagumn N3C Ha doHe GonbLuen MIHTEHCMBHOCTU U aky-
CTWUYECKOW NINIOTHOCTU BKIKOYEHUI BU3Yanu3npyeTcs N3nC oTaerb-
HbIX BONOKOH LIMHHOBOW CBSI3KW. Pa3pbiB BONOKOH MpOsiBsieTCS
XapaKTepHbIM NPU3HAKoOM — MosiBieHneM cdepodakmn B 30He
nedekra.

IV ctagusa xapaktepuayeTcs Busyanuaaumein o6LWmMpHbIX BKITHO-
YeHWI1 B BUAE KOHIITOMepaToB B NepeaHei kamepe, Ha 3agHew no-
BEPXHOCTU pafy>XKu, LMNMapHbIX OTPOCTKax, LunvapHoi 6oposae,
Kancyrne xpycTtanuka, BOMOKHaX LIMHHOBOW CBS3KM, NMOrpaHUyHOWM
MeMbpaHe CTEeKMOBWAHOrO Tena 1 HapyLUeHUeM NPOCTPaHCTBEH-
HbIX COOTHOLLEHWI CTPYKTYp NepeaHero cerMeHTa rnasa. 9tu Ha-
pyLEeHNs NPOSIBNSIIOTCS BblpaXXEHHOW acuMMeTpren LngpoBbIX
3Ha4YeHun nccnegyemblx napameTpos [4, 18, 23, 26].

Takum o6pasom, ycunmsa odTanbMOonoroB A0MKHbI ObiTb opu-
E€HTMPOBaHbI HA PaHHIOK (OKNMHUYECKyto) anarHoctuky M3C, BbI-
paboTKy NepCneKkTUBHOMN TaKTUKM U CTPaTErMm KOPPEKLIMI HapyLUe-
HU MeTabonuama B CTpykTypax rmasa npu N3C n npodmnakTuky
pa3sutns M3C. 3T0 BO3MOXHO NULb NpY YCNoBun pa3paboTku
MHOPMATUBHbLIX KpUTEPUEB OTGOPaA MaUMEHTOB B rpynny pucka;
KOHKpeTM3aL My MOMeKynsipHbIX MapkepoB paHHuX atanos MN3C
1 yCTaHOBMEHUW BedyLUMX NaToreHeTUYECKUX MexaHuamMoB [1, 3-5,
8, 10, 22].
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