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Pe3lome

MceBA3KCONNATUBHDBIN CUHAPOM (M3C) — cuctemHoe
3aboneBaHne, XapakTepusyoLeecs HaKoNIeHmem aHoMasb-
HOro0 BHEK/IETOYHOro MaTepuana B PasfNYHbIX CTPYKTypax
rnasa n 3KCTPAOKYNAPHbIX TKAHAX. MHOroUNCNEHHble uccne-
[0BaHMA NOATBEPXAAIOT €ro CBA3b C pa3BUTMEM NCEBAIKCHO-
nMaTUBHONM rnaykombl (M3T), KOTOPAsA HAPAZY C TUMNYHbBIMUA
XapaKTepuCTUKaMM rnaykom UMeeT Lenblil pag reHeTUYecknx,
MOpPHONOrNYeCKMX, UMMYHONOTUYECKMX, BUOXUMUNYECKNX,
KNNHNYECKUX OCOBEHHOCTE!, OTNIMYAIOWMX ee 0T «Knaccuye-
CKOM» MEePBUYHOI OTKPbITOYrONIbHON FMayKoMbl. 3TO NO3BO-
nAeT paccmatpusatb M3 He NPOCTO Kak PasHOBUAHOCTb
MepBUUYHON WU BTOPUYHOW OTKPLITOYrONIbHOW TNAyKOMbl,
a Kak ocobyto copmy 3abonesaHus, TpebyLLy0, TOMUMO
CTaHAAPTHbIX TEXHONOTMNIN, PAa3PabOTKN KaUeCTBEHHO HOBbIX,

cneunduUHbIX NOAXOAOB K paHHEN AMArHOCTUKE, MOHUTO-
PVHTY, MEANKAMEHTO3HOW U XMPYPTrUUYECKOi KOPPEKL MU,

B maHHOW cTaTbe paccmaTpuBaetcs mecto M3l B coBpe-
MeHHbIX Knaccutmkaumax cxemax, UX AUCKYCCUOHHbIN
XapakTtep, BO3MOXHble koppenauumn MIC ¢ 3aKpbITOYronb-
HOW TNAyKOMOW W TNaykoMoOW HOPMANbHOTO AaBNeHus,
NOMbITKN MOWCKA MaTOreHeTnYyeckn 06OCHOBAHHbBIX METO-
[oB neyeHus. MosiBneHne B apceHane odTanbMO0roB
NOAO06HbIX BO3MOXHOCTEN MO3BONIUT BEPHYTLCS K BOMPOCY
nepecmoTpa CywecTBYOWNX KNAaCCUPUKALNOHHDBIX CXEM
C BO3MOXHbIM BblgeneHuem M3 B OTAENbHYIO KaTeroputo.

K/TIOUEBDBIE C/TOBA: nceBao3KconnMaTUBHbIA CUHAPOM,
nceBao3kconnaTnBHasa rnaykoma, akTtopbl puUCKa, BTO-
puyHas rnaykoma, knaccmukaums.
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Abstract

Pseudoexfoliation syndrome (PEX) is a systemic disease
characterized by the accumulation of abnormal extracel-
lular material in various ocular structures and extraocular
tissues. Numerous studies have confirmed its associa-
tion with the development of pseudoexfoliative glaucoma
(PEXG), which, along with typical glaucomatous features,
exhibits a range of genetic, morphological, immunological,
biochemical, and clinical characteristics that distinguish it
from "classic" primary open-angle glaucoma. This allows
PEXG to be considered not merely as a subtype of primary
or secondary open-angle glaucoma but rather as a distinct
form of the disease requiring — in addition to standard
approaches — the development of qualitatively new, spe-
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cific strategies for early diagnosis, monitoring, and medical
or surgical treatment.

This article discusses the place of PEXG in current clas-
sifications, their debatable nature, possible correlations of
PEX with angle-closure glaucoma and normal-tension glau-
coma, and attempts to identify pathogenetically justified
treatment methods. The emergence of such therapeutic
options in ophthalmology may prompt a reconsideration of
existing classification frameworks and the potential recog-
nition of PEXG as a separate category.

KEYWORDS: pseudoexfoliation syndrome, pseudoexfo-
liative glaucoma, risk factors, secondary glaucoma, clas-
sification.

HacTosillee BpeMs Ipu OOCYXKJE€HUU BOINpOCa
o ncepnoakcdonuaruBHoM cuHapome (I19C) mpu-
OPUTETHOH ABJAETCA TOYKA 3PEHUA O TOM, UTO
3TOT CUHAPOM TIpeJCTaBJsAeT co60i pacmpocTpa-
HEHHYIO MaTOJIOTUIO 3KCTPaLesUIIoIAPHOr0 MaTpUKca
(amacto3, MUKpoGUOPULIONATHA), COMPOBOXKIAIOILY-
10Cs1 U30BITOYHOHN TMPOAYKIMEN ¥ HAKOIUIEHWEM IaTo-
JIOTUYECKOI'0 BHEKJIETOYHOI'0 MaTepuasa B Pa3IuuHbIX
WHTpA- U SKCTPAOKYJLIPHBIX TKaHAX [1, 2]. [To mpubnu-
3UTENBHBIM ITOZ[cYeTaM, B Mupe o 60-70 MIH 4eoBeK
(10%...20% nacenenus ctapiie 60 yset) umeroT I19C,
YTO CONOCTABHMMO C YUCJIOM OOJBHBIX IJIAYKOMOH [2,
3]. TISC TpaguIIMOHHO paccMaTpUBaeTcs Kak GaKTop
pHICKa Pa3BUTHUSA IEJIOTO CIIEKTPA IVIa3HbIX 3aboJieBa-
HUH J100 KaK IaTOJOTHYECKUH NPOLeCC, YTAKeNIA-
WA UX TedeHUe — OT KaTapaKThl ¥ JUCTPOPUIECKUX
U3MEHeHUH MepeZiHETO OTpe3Ka Iva3a /0 COCYAMCTHIX
3aboseBaHUH ceT4aTKu. [[OMUMO 3TOTO, OH SBJISAETCS
BO3MOXXHBIM MCTOYHUKOM MHOTI'OYUCIEHHBIX WHTpa-
U MOCJIEONEPAIIIOHHBIX OCIOXKHEHUN B O0DTaTbMOXU-
pypruu [1, 4]. He crouT 3a6BIBaTh U O CHUCTEMHOM
XapaKTepe IICeBI03KCHOIMATUBHOTO IIpoliecca, ero
KOPpeNALUU C KapAuo- U IepebpoBacKyIApHOM maTo-
joruedi, 3abonepanusamu JIOP-opraHoB u JAp., YTO
II03BOJIAIO CHOPMYIMPOBATD IOCTYIAT O CHHAPOME KaK
«...0011e610I0rUeCcKOl TIpobieMe TIepBOTO MOPSAKa,
B IIEeHTPe KOTOPOU HaxoAATCs 0TaIbMOIOTH» [5-8].
OzHako Haubosiee 3HAYMMOU ABJIAeTCsA posb [19C
B BO3HUKHOBEHUM TJIAYKOMEI, KOTOpPas OIpefesieTcs
Kak mceBzoskchommatusHas (I[19T) [1, 2, 9]. MuTepec
K ee M3YUEHUIO B MTOC/IeJHUE IOZbl He ocabeBaeT, uTo
[oJ4YepKrBaeTCA MOCTOAHHO BO3pacTalOI[UM YHCIOM
my6IMKaIui B OTEYeCTBEHHOHN U 3apyOeKHOM uTepa-
Type. [lonyIAIOHHbIE UCCIeZ0BaHNA 1eMOHCTPUPYIOT,
yro [I3T" cocraiseT 20%...60% Bcex ciyyaeB OTKPBITO-
YrOJBHOM IVIayKOMBI, @ B HEKOTOPBIX peruoHax MUpa,
B T.4. eBpolelickoil yactu Poccuu, npesbimaiT 70%
[10, 11]. B cpaBHEHUHU C ITEPBUYHOMN OTKPHITOYTOJIbHOMU
rnaykomotii (ITOYT) oHa xapakTepusyercs 6ojiee arpec-
CUBHBIM TeUeHUEeM U XyZAUIUM IporHo3om [12]. [Tomu-
MO MeJMIIMHCKUX acleKTOB, 3TO MMEeT CyLleCTBeH-
HOEe COIMaIbHO-5KOHOMUYeCcKoe 3HaueHUe: CTONMOCTD

IIcesdoakconuamueHas eaaykoma 8 Co8peMeHHOl Uepapxul 2aayKom

JIeYeHus i nainueHToB ¢ [1OT 3HauuTenbHO OOJblle,
yeM g manueHToB ¢ ITIOYI u3-3a HEeoOXOAMMOCTU
yBeJIMYEHUs KOJIMYeCcTBa IMocelmeHuH odTaabMoIIora,
notpebHOCTH B 6osiee pasHOOOpasHON MeAUKAMEHTO3-
HOU Tepamuy U 4acTOTe XUPYPrUIECKUX BMENIaTETbCTB
[13]. K HacToameMy BpeMeHU TOJTy4eHbl MHOTOYMCIEeH-
Hble CBEeJIEHUs, B T.4. GpyHJaMeHTaJbHOTO XapaKTepa
(reHeTHUYECKME, OMOXUMUYECKUE, UMMYHOJIOTUYECKUE,
maToMOpOTOTUIECKUE), OTPAKAIOIINE CIIEITUPUIHOCTD
JIAHHOM TIAaTOJIOTUH, YTO 3aCTABJISIET BEAYIIUX ITTayKOMa-
TOJIOTOB MUpa aKTUBHO AUCKYTUPOBATh O POJIA U MeCTe
[13I" B coBpeMeHHOM HepapXuu IIayKOM.

MecTo M3l B coBpemeHHbIX Knaccuukaumax

OCHOBOM 3THOJOTUYECKOU KacCUPUKALUU Pas-
JIUYHBIX 3a00/I€eBaHUN ABIAETCSA BBHIAEIEHUE MEPBUY-
HOU U BTOpUYHOU ¢opM. [Tog mepBUYHBIMU IIOHUMAIOT
CaMOCTOSITeNbHbIE HO30JI0TUYeCKHE GOPMEI, BO3HUKA-
fomue 6e3 SBHOW CBA3M C APYTMMU IIaTOJIOTUYECKUMU
npoueccaMu. OHU pa3BUBAIOTCA BCIECTBUE MeHeTHYe-
CKUX, UH(EKITMOHHBIX, SKOJIOTHYECKUX WU UHBIX (aK-
TOPOB, a He KaK OCJIOXXHEHHe WIU CleJCTBUe Apyrou
6ose3Hu. KpuTepueM ycTaHOBJIEHUS AMarHo3a sIBJIAeT-
€A UCKJIFOUEHNE BCEX BO3MOXKHBIX BTOPUYHBIX IIPUYUH.
BropuuHble 3a607eBaHUA — MATONIOTUYECKHE COCTOS-
HUA, PasBUBAKOILMeca KaK OCIOXKHEHNEe WU CIIe/CTBUE
apyroro 3abojieBaHus, TPaBMbl, UHQEKIIUN WA BHEII-
Hero Bo3/elcTBUA (HanpuMep, JekapcTs). He ABdeTca
HCKJIIOUEHNEM U 0DTaTbMOJIOTHS, TZIE TAKXKE UCTOPUYIE-
CKU Ha OCHOBe HAIllMX MpeJCTaBJIeHM 00 3TUOJIOTUH,
maToreHe3e U CBS3U C JPYTUMHU COCTOSHUAMU cHOpMU-
pOBAasOCh NMOHATHE NEePBUYHON U BTOPUYHOMN IJIayKOM
[14]. Tlomo6Has kmaccubuKalus He SBIAETCA CaMO-
[IeJIbI0, a MO3BOJIAET CTPYKTYPUPOBATh AUArHOCTUKY,
MOHUTOPHHT U JiedueHHe, OHAKO TpebyeT IIOCTOAHHOTO
IIepecMOTpa C Y4€TOM HOBBIX HAyYHBIX [JAHHBIX.

Ha nporaxenuu gosnroro speMmenu 19T 3annmaina
«IIPOMEXYTOYHOE» TIOJIOXKeHHe, 00azasd XxapaKTepu-
CTHMKaMU KaK IepBUYHOTO, TaK U BTOPUYHOI'O IIpoliec-
ca. I1o 6OIBIIOMY CYETY, AUCKYCCHIO O «TIEPBUYHOCTH»
U «BTOPUYHOCTH» [ID]" MOXXHO CBECTU K BOIIPOCY B TOM,
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apasgercsa au [19C aTHoIOrndecKuM GaKTOPOM WU
3TO KOMOPOWZHOE COCTOSHUe, OTAroLIalollee Teye-
HIUe He3aBHUCHMO pasBUBalolleiica rmaykoMsl. OueBUs-
HO, 4TO OTCYTCTBHE eAWHON TOYKHU 3peHUA HAIPAMYIO
CBSI3aHO C HEeJOCTaTOYHBIMU 3HAHUAMH, KaCalolIMU-
cs 3THUOTATOreHe3a U MaTOGU3U0IOTUY 3a00I€BaHMUA.
Pa3nyyHble B3MIAABI HA IPOOIEMy HaXOAAT TEPMHUHO-
JIoTUYecKoe IOATBEPXKAEHHE: B paMKax Jake OZHOU
my6IMKAIlid MOXKHO BCTPETUTH yIoMHHaHue o [19C
B KOHTEKCTe OTKPBHITOYTOJBbHOU IJIayKOMBI KakK O ee
«OCHOBHOH WEHTUOUITNPYEeMON PUYHNHE BO3HUKHO-
BEHUS», «IIPEIECTBEHHUKE», «HEe3aBUCUMOM (aKToO-
pe pPUCKa BO3HUKHOBEHWS W IPOTPECCUPOBAHUA» [2,
15]. B psze pabor genaetcs akueHT Ha [19C kak BI/I-
He3aBUCHUMBIN (aKTOp pHCKAa BO3HUKHOBEHUA IVIAy-
KOMHOT0 Tpotiecca [16, 17].

CregoBaTeMbHO, C MO3UIUM peaTbHOU KIMHUYe-
ckolt mpakTuku [13I' MOXKHO XapaKTeprU30BaTh CIEAYIO-
IIMMY BapUaHTaMu:

1) pasHoBugHOCTH IIOVYT, He Tpebyromias CIenu-
bUYECKUX TUATHOCTUYECKUX U JieueOHBIX MEpOTIPUS-
TUU (leyeHHe B paMKax CTaHJAPTHBHIX peKOMeHJaluu
ana I1I0OYT);

2) pasHoBuzHOCTB I[TIOVT, Tpebyromas HEKOTOPBIX
ocobeHHoOCTel HabmoAeHus U BegeHus (6osee arpec-
CUBHAf CTapTOBas Tepamws, CIenUPpUIHOCTb BbIGOpa
JIEKapCTBEHHBIX IIpernaparoB, 6ojee paHHUN Iepexo[
K XUPYPTUU U T.I1.);

3) BTOpUYHas IaykoMma, Tpebyromas pa3paboTku
KQueCTBEHHO HOBBIX, CHEIMPUYHBIX ITOAXOJ0B K paH-
Hell AMarHocTUKe, MeJUKaMeHTO3HOU U XUpyprude-
CKOU KOPPEeKIUH.

OTpakeHHEM 3TUX B3IVIAOB ABIAIOTCA CYIIECTBYIO-
mye B HacTosIee BpeMA kKiaaccupukanuu. OTedyecTBeH-
HBIMM aBTopaMi [I3I' TpasuIMOHHO paccMaTpUBaeTcs
KaK Of[HA M3 KJIWHUKO-TIATOreHeTnIecKux ¢popm [TOYT,
a I[I3C — kak ofVH W3 Ba)KHEUIIUX GpaKTOPOB pHCKA
eé passutusa [18-20]. HampoTus, B MHOTOYMCIEHHBIX
HAaIMOHAJBHBIX U MeEXHAIIMOHANBHBIX 3apyOesKHBIX
[TTAayKOMHBIX PYKOBOZCTBAX UCTOPUYECKU Ipeobiasaer
TouKa 3peHus o [I9T kak o BTopuyHO raykome. IIpu-
4yeM B [IOCTIeJJHYe JiecATUIeTHA 3Ta MO3UIUA cTala KOH-
CEeHCYCHOU W JoMUHUpyooIeh [2, 21, 22], 4To, BIpo-
YyeM, He MellaeT 3apyOeKHBIM aBTOPaM B MHOT'OUHUCIIEH-
HBIX KJIMHUKO-3MHUJEMUOJIOTUIECKUX HCCIeL0BAHUAX
[TOYT BrurOUaTh TyZAa maiueHToB c [19C [23, 24].

JIrobombITHA TpaHCcpopManysA, KOTOPYIO IpeTepIie-
s B3IVIAZABL Ha MecTo 19T, npescraBieHHble B IOCIe-
JIOBaTEeIbHBIX U3JaHUAX MeXayHapogHOH Kiaccuduka-
nuu 6onesnelr (MKE). Tak, B MKB-9, mpuMeHsBIIeics
B 80-90-x rogax mpouuioro Beka, TepMUH «BTOPUYHBIE
IJITayKOMBI» He HCII0Jb30BalU, a OHA pacloJsaraiach
B OTZeNbHOM rpymnne «[71aykoMma, cBf3aHHasd ¢ 3aboie-
BaHUAMHU XpycTanuka» («Glaucoma associated with
disorders of the lens», xkox 365.52) [25]. B MexayHa-
pozaHoii knaccudukaiuu 10-ro mepecmortpa 19T, o60-
3HayeHHas TepMuHOM «Glaucoma capsular with pseu-
doexfoliation of lens» (B pycckoit Bepcun «Iaykoma
KallCy/lApHasA C JIOXKHBIM OTCJIO€HUEM XPYCTaIUKa», KOZ
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H40.1), otHocutca x ITOYT [26]. Oauaxko B MKB 11
nepecMoTpa (BHeZIpeHHe KOTOPOU B HACTOSIIEE BPEMS
npuocTtaHoBieHo B Poccutickoit ®enepaiuu pacropsi-
keHueM [IpaButenbcrBa PO N2200-p ot 31.01.2024 )
JlAHHYIO TTaTOJIOTUIO MOXXHO HaWTHU B paszeine «BTo-
pHUYHAas OTKPBITOYTOJbHAS IVIAyKOMa» 110 Ha3BaHHUEM
«IIceBRosKCchOMMATUBHASA OTKPBITOYTOJMbHAA I[IAYKO-
Ma» («Pseudoexfoliative open-angle glaucoma», kox
9C61.20) [27].

AprymeHTbl B nonb3y «nepsuyHocTu» Mar

Xota B nocnegHue rogsl 19T TpaAUIMOHHO KJac-
cudunmpyercs Kak BTOpUYHAsA, HEKOTOPbIE UCCIIe[0Ba-
TeJId BBIIBUTAIOT apTYMEHTHI B MOJIb3Yy €€ MePBUYHOTO
xXapakTepa:

* OCHOBHBIE KJIMHUYECKWE TMPOSBIEHUSA AAHHOU
HO30JIOTUU COOTBETCTBYIOT KPUTEPHUAM YCTaHOBIe-
HuA auar"osa [IOYT': mepuogmdeckoe Wi MOCTOAHHOE
TIOBBIIIEHNE YPOBHA BHYTpHUIVIa3HOTO AasaeHus (BI/T)
BBIIIIE WHAWBUAYATbHONW HOPMBI; CTPYKTYpPHBIE TIATO-
JloTHYecKle U3MeHeHMA JMCKa 3pUTEeNIbHOr0 HepBa
(I3H) u cnos HepBHBIX BOJIOKOH ceTdaTku (CHBC);
TUMUYHbIE ZIeEeKTHI IO 3peHUsA, COOTBETCTBYIOIHE
noBpexaennto JI3H u CHBC; OTKpBITHIN yros mepes-
Heil kamepsl (YIIK);

* 06a 3abosieBaHUS Yallle MPOSBIAIOTCA B TOXKU-
JIOM BO3pacTe, UMEIOT XPOHUYECKOe MPOrpeccupyro-
niee TeyeHUe, TPeOYIOT OMHOTUITHBIX METO/IOB IUATHO-
CTHKU, MOHUTOPUHTA U JIeUeHU

® CXOXEeCTh HeKOTOPBIX ITaTOTeHeTUYeCKUX MeXa-
HU3MOB, CBA3AaHHBIX ¢ NOBbIIeHUeM BI/I: mporpeccu-
pylolllie U3MeHeHUs Ha TpabeKyIsIpHOM YPOBHE, POJb
OKCHUJATUBHOTO CTpecca, IaToJoTuUecKre U3MeHeHUs
BHEKJIETOUHOT'O MaTpUKca U Jp.;

* [I3C pasnexo He Bcerja coueTaeTcs ¢ IIIayKOMOM,
He OTMeYeHO YeTKOI0 Mapalien3Ma MeX Ay BEIpaXKeH-
HOCTBIO TICEB/I03KCHOIMATHBHOTO Tpollecca U YPOBHEM
BI'Jl, ykasblBaeTca Ha BO3MOXHOCTb Pa3BUTHUA IVIAyKO-
MBI Ha 060UX I1a3ax y MalleHTOB C KIMHUYECKU OJHO-
CTOPOHHUM TIporieccoM [28, 29];

* Hajnuuyue reHeTudyeckux Mapkepos [IDC, yTo
commkaer IIOT ¢ mepBUYHBIMU GOpMaMU TIayKOMBI,
rZle Hac/Ie[CTBEHHOCTb UTPaeT KJII0UEBYIO POJIb;

AprymeHTbl B N0ONb3y «BTOPUYHOCTU» M3

[13C 1o mpaBy cCYMTAETCA OHOU M3 Haubosee pac-
MIPOCTPaHEHHBIX NMPUYUH BO3HUKHOBEHUSA OTKPBITO-
YTOJTbHOU TJIAYKOMBI, YBEINYNBAsA PUCK €€ Pa3BUTHUA
B 4-10 pa3 u Boimie [30, 31]. B npoBesgeHHOM HaMu
HcCIeZIOBAaHUM YacTOTA IIAyKOMBI CpeJi TMalleHTOB
¢ [I3C cocraBuna 14,4%, uro B 20 pa3 mpeBBICUIO
OOIENOMyIAIUOHHBIA MoKa3arenb [32]. Jlond juil,
Yy KOTOpBIX Hajau4yue CUH/JpOMa peaausyeTcs B pa3BU-
THe TJIAyKOMHOT'O IIpollecca, BapbUpyeT B 3aBUCUMO-
CTU OT pervoHa u cocTasiAaeT 5% B TedeHue 5 jeT, 15%
crycrs 10 set, 6onee 40% cmyctsa 15 seT oT MOMeHTa
ero fuarHoctupoBanusd [1, 33-35].
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Ta6nuya 1. 0CO6eHHOCTU KNNHUYECKOI KapTuHbl M3T B cpaBHEHUM ¢ «knaccmueckon» MOVT [2, 44-51].
Table 1. Clinical features of PEXG in comparison with "classic" POAG [2, 44-51].

MpusHakm / Signs

Bospact / Age

XapakTtepuctuku Brj
I0P characteristics

TeueHune 3a6oneBaHus
Course of the disease

0co6eHHOCTU
ONTMKOHeponaTum

Features of optic
neuropathy

0CcO6eHHOCTYU NneveHus
Treatment peculiarities

Komop6uaHoctb
Comorbidity

Cneuunduueckme ocobeHHocTn M3 B cpaBHeHUM ¢ MOYr
Specific features of PEXG compared with POAG

bosfiee BbICOKWI CPeAHMUI BO3PACT NALMEHTOB Ha 3Tane BbiABNEHUA 3a6oneBaHns
Higher mean patient age at diagnosis

Bbonee BbiCOKMEe NoKa3aTenu cpegHero ypoBHs B, abCONMOTHbIX BEMYNH MaKCMmanbHOro Brj
(koTopoe MoxeT gocTuratb 40 50 MM PT.CT. 6€3 NPU3HAKOB 3aKpbiTus YIK); aMnANTYAbI CYTOUHbIX
Kone6aHun oTanbMoTOHyCa

Higher mean I0P levels, absolute peak IOP values (which may reach up to 50 mm Hg without
signs of angle closure); greater diurnal I10P fluctuation amplitudes

CTeneHb Aerpajaunn 3puTenbHbIX YHKLNUN, B MepPBY0 ouepeAb NONsA 3peHus, Ha 3Tane
BbISIBNEHNSA 3360M1€BaHNA BbIPAXEHA CUNIbHEE; BbIPAXEH aCCUMETPUYHbINA XapaKTep npoLecca;
CKOPOCTb MPOrpeccMpoBaHms Bbille, uem Npu Apyrux hopmax rnaykombl (MOYT, rnaykoma
HM3KOrO AABNEHNA); MUKOBble 3HauUeHns BI[] HepefKo BO3HMUKAIOT BO KBHEOMUCHbIE» UaChl
(m0 45% cnyuaes npoTtus 22% npwu NMOYT)

The degree of visual functions degradation, especially visual field, is more pronounced at the time
of diagnosis; asymmetric involvement is common; the rate of progression is higher than in other
forms of glaucoma (POAG, NTG); peak I0P values frequently occur outside office hours (in up to
45% of cases versus 22% in POAG)

Mpu NMOYT noTeps akCOHOB 3pPUTENbHOTO HEPBA KOPPENMUPYET C yBENNYEHNEM COEAUHUTENTbHOMW
TKaHu (B T.4. KonnareHa IV u VI Tuna) B 061acTu peweTyaTo NNaCTUHKN N BOKPYT LEHTPaNbHbIX
cocynoBs cetyatku, npu M3T nogobHas 3aBUCUMOCTb OTCYTCTBYET.

Paznununa oranbmockonuueckux xapakrepuctuk A3H: gns M3l xapakTepHa MeHbLIas NCXOAHanA
nNowaab HelipoPEeTNHANBbHOTO MOSCKA, a Takke ANPhY3HbIN XapaKTep ero NCTOHYEHNS,

B OT/INYME OT NPEUMYLLEeCTBEHHOIO NOPAXEeHNA BEPXHE- N HUXHEBUCOUHbIX 30H npu NOYT

In POAG, the loss of optic nerve axons is correlated with an increase in connective tissue (including
type IV and VI collagen) within the lamina cribrosa and around central retinal vessels, whereas this
correlation is absent in PEG.

Distinct optic disc features: PEXG is characterized by smaller baseline neuroretinal rim area

and diffuse thinning, in contrast to the preferential damage to superior and inferior temporal
zones in POAG

bonee pe3ncTeHTHA K MeJMKaMeHTO3HOW Tepanuu, yallie Heo6xoaum Nepexoa K AONONHUTENbHbIM
npenaparam, la3epHOMY 1 XMPYPruYeCcKOMy TEYEHUIO; pe3ynbTaTbl XMPYPruuyeckoro neyeHus
XYK€, PUCK UHTPa- 1 NOC/eonepaLMoHHbIX OCIOXHEHUI Bbille

More resistant to medical therapy, more frequent need for additional drugs, laser and surgical
treatment; worse effectiveness of surgical treatment, higher risk of intra- and postoperative
complications

bonee BbicOKas yactoTa COI'IyTCTByiOLLI,eI?I naronorun, Ccnoco6HON OKasaTb BAUSIHWE Ha TeueHue
rMayKoMbl N COCTOAHWE 3PUTENTbHbIX beHKLI,I/IVI (BeHO3HbIe OKK/TO3UKN CeTyaTKnN " np.)

Higher prevalence of comorbid conditions that may affect the glaucoma course and visual
functions (retinal venous occlusions etc.)

BakHoe 3HaueHMe UMeeT U Kjaccudeckas Iocie-
[l0BaTeJIbHOCTh Pa3BUTUA [BYX IaTOJIOTMYECKUX
COCTOAHUM: cHavana ¢opmupyercs [19C, 3aTeM Ha
ero ¢oHe paszBuBaeTcA IayKoMa. Te3nuc 0 BO3MOXKHO-
CTU pa3BUTHUA IVIayKOMBI Ha BTOPOM IVIa3y y MalyeH-
TOB € oZHOCTOpOHHUM [I9C ompoBepraercsa AaHHBIMU
MaToMoppOJOTUYECKUX M UMMYHOI'MCTOXUMUYECKUX
Hcc/leZIoBaHUMN, CBUETENbCTBYIONINX O ABYCTOPOHHEM
XapakTepe IceBJ0dKcHOIMATUBHOTO Hpoliecca [36].

IIcesdoakconuamueHas eaaykoma 8 Co8peMeHHOl Uepapxul 2aayKom

Eme ogHUM 0OBACHEHHEM OLIMOOYHOCTU 3TOrO MHe-
HUS MOXET OBITh HAJIUYME PAHHUX JOKTUHUYECKUX
craguit I113C, 3aTpyAHAIIIUX €r0 CBOEBPEMEHHYIO
auartHocTuky [37]. Takum o6pas3oM, ¢ MO3UIUH Z0Ka-
3aTeJIbHON MeJUIMHBI yTBepkAeHue, uTto [19C moxeT
BO3HUKHYTbH MTOCJIE TVIAYKOMBI, HE UMeEeT HayIHOTO 060-
cHOBaHUA. Bce ZoCTymHBIE JaHHBIE TOATBEPXKIAIOT
HCKJTFOUUTENBHO OJHOHAMPABIEHHYI0 TIPUYNHHO-CIIE]-
CTBEHHY!O ¢BA3b: [IDC — I1OT.
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PucyHnok. Otnoxenue [IOM mnipu 13T (6MOMUKPOCKOTIHYE-
CKas KapTUHA).

Figure. Deposition of pseudoexfoliation material in PEXG
(biomicroscopic image).

B mocnesHue roApl MONMyYeHbBl MHOTOYMCIEHHBIE
JlaHHble, TIPOJUBAIOIME CBET Ha OTZAeJbHble 3Tallbl
aToro mpoijecca. OnrcaHHble MeXaHU3MBI ITOBHIIIE-
Hus BIJ BKIIOYAIOT U3OBITOYHYIO MPOAYKIIUIO IMCEB-
noskchonraTuBHOTO MaTepuana (II9M) B pa3iudHbBIX
CTPYKTypax IepeJHero oTpe3ka Imasa (pUCyHOK), Ipe-
JK/Ie BCETO, B 06J1aCTU TPabeKyIAPHOM CETH U IIJIEMMO-
Ba KaHaJa; MaToJIoTHYeCKre U3MeHEHUsI caMol Tpabe-
KYJIBl; OTJIOXKEeHUe MUTMeHTa Ha cTpykTypax YIIK [38,
39]. CHmXeHUe OTTOKa BHYTPUIVIA3HOMN JKUJKOCTHU CBA-
3aHO C MOpa)keHueM O0OoUX MyTel — TpabeKyIsapHO-
ro W yBeOCKJepasbHOro, npuyeM mpu I[13C 6e3 miay-
KOMBI UMEHHO TIOC/IeAHUM HapylieH B GoJbliell Mepe
(IpeAnonoKUTETbHO 3a CUYET Jerpajaliui sKCTpales-
JIIOJIIPHOTO MaTpHUKca IWINaPHOW MBI BCIe/CTBUE
otTnoxeHus [IOM) [40, 41]. STo conpoBOXKAAeTCA BO3-
MOXKHBIM BiusHUEM BI/[-He3aBUCHUMBIX (aKTOPOB:
HapylIeHHeM peTpobynTb6apHOTO KPOBOTOKA U MHUKPO-
COCYZMCTOTrO KPOBOTOKA B 3pUTEIBHOM HepBe, a TaKke
31aCTO30M peIeTYaToON IaCTUHKY [42, 43].

Hroancel natoreHesa I3[ HaxozAT oTpakeHuUe
B MHOTOYHMCJIEHHBIX OCOOEHHOCTAX KJIMHUYECKOU
KapTUHBI, BBIEAAIONINUX 3Ty GOPMY TJIayKOMBI, M XO-
POIIO M3BECTHBIX MPAKTUKYIOIUM OPTaTIbMOJOraM
(mabn. 1).

B KOHEYHOM MTOTE 3TU 0COOEHHOCTU 06YCIOBIMBA-
0T XyALIME MPOTHO3 U 60siee BHICOKUI PUCK CIIETOTHI
110 CPaBHEHUIO C IPYyTUMU popMaMmu IaykoMsl [49, 50].

OzHako Hanbosiee 3HAYUMBIM apTyMEHTOM B MOJTb-
3y pasnuuuii [19T u [IOYT ABAAIOTCA pe3ynbTaThl GyH-
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JaMEeHTaIbHBIX UCCIEeJ0BAHUMN, OTPAYKAIOIINE CIIEI[HU-
$UYHOCTD TIayKOMBI Ha poHE MceBA03KCPOTUAaTHBHO-
ro Tpoljecca: TeHeTHYeCKIe, TaTOMOP(OIOrHYeCKIe,
6uoxuMudeckue. Huke mpeacTaBieH psf Haumbosee
3HAYMMBIX U3 HUX.

l'eneTu4yeckana reéTeporeHHOCTb

MHOTO4YMC/IeHHBIMU UCCIeI0BAHUAME OATBEPK-
ZleHa pOJib HacJeJCTBEHHBIX (AaKTOPOB B Pa3BUTHUU
[TOYT. Ha HacjeACTBEHHbBIE U ceMeliHble GOPMBI TIPHU-
XOIUTCS MPUBIU3UTENBHO 72% BeeX cirydaeB 3abosieBa-
HUs (HO KpaliHe PeZIKO C MeH/IeJIEBCKUM THUIIOM HacJe-
nmoBauwus) [52]. Ompegenensl 6onee 30 TeHETHYECKUX
JIOKYCOB /IJI1 Pa3JU4YHbIX GOPM IJIayKOMBI, OJHAKO,
JleTaJbHO U3y4YeHO poJib JUllb Tpex u3 Hux (MYOC2,
OPTN3 u WDR364), MyTalui KOTOPBEIX BCTpedaoTcd,
BIpoyeM, MeHee yeM B 10% ciydaeB [53]. Haubomee
U3y4yeHHOU fABasgeTcA posb reHa MYOC, cunrarolero-
s TIPSIMBIM 3THOJIOTUYeCKUM HaKTOPOM 3ab0IeBaHuUs.
VYcTaHOBIEHO, YTO ZAaHHBIA HaclIeJCTBEHHBIH Mexa-
HUM3M He UMeeT OTHOIIeHUs K pazputuio [13I" [54].

B cBoio ouepenn, Haubolee U3yUeHHON B OTHO-
mennu I19C/TIOT ¢ Mo3uLMK JAoKa3aTelbHOH Meau-
IMHBI SBJSETCI POJIb TeHa JU3UIOKCUAA30TI0A00HOT0
depmenTa 1 (LOXL1). CBA3b HECKOIBKUX €JUHUIHBIX
HYKJIEOTHIHBIX TOJTUMOPPU3MOB C PA3BUTHUEM IICEB-
109KCcHOMMATUBHOIO TIpoIlecca MoKa3aHa B MHOTOYHC-
JIEHHBIX MOMY/IAMOHHBIX UCCIEZI0BAHUAX B PA3TUIHBIX
perronax mupa [55]. LOXL1 — BaXHBIN pepMeHT, UMe-
IOIWH TpsAMoOe OTHOLIeHWe K dopMupoBaHuUio I1OM,
6oJiee TOTO, OH BJIMsAET Ha ypoBeHb BI/I, Tak KaK CHU-
JKEeHHE ero 3KCIPECCUU MPUBOAUT K U3MEHEHUI0 Gu3u-
OJIOTMM OTTOKA BHYTPHUIIa3HOU kugKocTH [56]. LOXL1
acCoLMMpPOBAaH UCKIKYUTeNbHO ¢ [I3T, He mosmydeHO
JIOCTOBEPHBIX KOPPEIAIUN MeXy moauMopdusMamMmu
gaHHoro reHa u [IOYT, HOpMOTEH3UBHOU IVIayKOMOH,
MMUTMEHTHOM U 3aKPHITOYTOJBHOM ITayKoMo# [57].

B mocnexytomieM MeTOZOM ITOTHOTEHOMHOT'O TIOHC-
ka acconmanuii (GWAS) 6bui UAeHTHUPUIUPOBAHBI
erne 6 JIOKYyCOB, aCCOIMUPOBAHHBIX ¢ pazputueM [19C/
I13T': CACNA1A, POMP, TMEM136, AGPAT1, RBMS3
u SEMAGA [58, 59]. Kak u LOXL1, oHU He BOBJIeYEeHBI
B aTronaToreHes [IOVYT, 4yTo yOeAUTENbHO TTOATBEPIK-
JlaeT TeHeTHYEeCKYI0 060C0BTeHHOCTD JaHHOW KINHHUKO-
MaToreHeTUYeCKON GOPMBI TIIayKOMBIL.

XapakTep nmaTroMmop@omorunueckKkmux
HU3MEHEeHUN

T'ucTosornyecKyie pasinyus SBJIAIOTCS ellle OJHUM
dbakTopom, onpezensromuM crneruduaHocTs [19T. Tpa-
6exynonarusa npu [TOYT mposBiseTcs AecTPyKIuen
BOJIOKHHUCTBIX CTPYKTYP, YTOJNIIeHUEeM TpabeKyiap-
HBIX IUIACTHH, OTJIOXXKEHUEM 3HAYUTENbHOTO KOolude-
CTBa HATOJIOTUYECKOTO0 MaTrepuaa B BUJe «OJslIeK»
B IOKCTaKaHAIUKYIAPHOM CJIOe, CYy>KEHHEM U YacTUy-
HBIM 3aKPBITHEM MEXTPabeKyIApHbIX 1enei. Hepeako
HAaCTyIaeT TMaJMHO3 KOPHEOCKJIEPaTbHBIX U YBeallb-
HBIX Tpabekyn [60].

Bpeacres A.FO.



B omtuume ot ITOVYT, mpu II9T cama Tpabekyrsap-
Had ceTh IPaKTU4YeCKU He OTINYaeTcAd OT TaKOBOU
B COOTBETCTBYIOUIMX II0 BO3pacTy HOPMaJbHBIX IVa-
3ax. [laTosoruyeckuii MaTtepuas B BUZE «OJAIIEK»
MPUCYTCTBYET B HE3HAYUTENBbHOM KOJUYECTBE, JHOO
HMeeT TeH/IeHIUIO K yMeHbllleHnI0. KjieTo4HbIl cocTas
TpabeKy/Ibl Ha HAaYaJbHBIX CTAZMAX IVIAYKOMBI TaKXKe
ocraercs 6e3 n3MeHeHui. OCHOBHBIE JKe M3MEHEHUS
CBsI3aHBI C HAKOIUIeHuEeM crerududeckoro [19M B Tpa-
6ekyse, MeXTpabeKyIAPHBIX IPOCTPAHCTBAX, BHYTPEH-
Hell cTeHKe IVIEMMOBA KaHaja, a Takke MHTEHCUB-
HOI 3K30reHHON nmurmeHTtauuei crpykryp YIIK [61].
Hannuwe rnaykoMmsl, nosuiieHue BI/l u nsmeHeHusa
J3H xoppenupyloT ¢ konudecTBoM [IDM, ompegense-
MBIM TMCTOJIOTMYECKU B I0OKCTaKaHAIUKY/IAPHON TKaHU
U JIPYrUX CTPYKTypax TpabeKyaspHOW ceTu [62].
[ToMUMO MeXaHWYeCKOU OOCTPYKIIMU MyTeH OTTOKA
BOZSHUCTOMN BJIaru, aKTUBHOE BOBJIeUeHHe Tpabeky-
JIAPHBIX KJIETOK B IIPOU3BO/CTBO [1aTOJOTMYECKOIO BHe-
KJIETOYHOI'0 MaTepuasa, ero JoKajJbHOe HaKOIUIeHNe,
IUCHYHKIMA SHAOTENUA TPabeKyIbl U MOCIeyIoast
Zle30praHu3anys 3TUX CTPYKTYP TakkKe 00CYy:KAAI0TCA
KaK GaKTOpPHI, CITIOCOOCTBYIOIINE PA3BUTHIO STOM CIIell-
ndudeckoir Gopmsl rraykomel [61]. [Ipu aToM mporecc
[IOTEPH HHAOTETUANBHEIX KIETOK MOXET UMeTh Oosee
CyLIECTBEHHOE BJIUAHUE Ha NOBbILIeHUEe YPpOBHA BI/]
B cpaBHeHuu c [IOYT [63].

Jlesopranusanusa CTPYKTYPH IOKCTaKaHaIHUKY-
JIIDHOM TKaHU M IIEMMOBa KaHajia obGHapyKuBa-
I0TCA B «IIPOABUHYTHIX» cTaguax [I3I. JlonmosHuTeNb-
HO UMMYHOTHMCTOXMMHUYECKNE HCCIeJOBaHUA [eMOH-
CTPUPYIOT M3OBITOYHOE AEMOHUPOBaHUE aTbOyMHUHA
B TpabeKyJApHON CETH, UYTO TAKXKE MOXET CII0CO00-
CTBOBATh 3aTPyAHEHHIO OTTOKA BJary IepeiHeil KaMe-
pel [64]. OTMeuaeTcss Hamuure aMOPQHBIX OTIOXKE-
HUU WIN BE3UKYIAPHBIX TeJlell], HabIIoaeMbIX TOTbKO
npu II3T, 4TO TakXe NMpejosaraeT pasjIudyHble Mexa-
HU3MBI [TOBPeXAeHUA TPAOeKyIIPHON CETU MPU STOM
turne maykoMsl u ITIOYT [65]. IMMyHO2/IeKTpOHHAA
MUKPOCKOIIMA II03BOJIMJIA YCTAHOBUThH HalIW4Me dja-
CTO3a pelleT4aTod IUVIAaCTMHKH, CBUZETENbCTBYIOIee
0 MaTOJIOrMYeCKON peryjaalluy CUHTe3a U/WIU JAerpa-
gauuu sinactrHa B JI3H, 4TO cornacyerca ¢ pOJIbIO
LOXL1 [43].

TakuM 06pa3oM, TUCTOJIOTUYECKHE OCOOEHHOCTHU
[I3T" oTpakaroT eé YHUKaNbHBIN IaToreHe3, CoYeTalro-
U YePTH «BTOPUIHOMN» OOCTPYKIUU U «IIEPBUIHOI»
JlereHeparuu.

IIpoymne oco6eHHOCTH

CpeAu [ApPyrux OTIUYUTENHHBIX OCOOEHHOCTEMH
[13T B cpaBHeHuH ¢ [IOYT ymoMUHAIOTCS cBOeobOpasue
CIIEKTPA U KOHIEHTPAI[UU Pa3IUYHBIX OOMapKepOB
[JIayKOMHOTO mpoliecca (B T.4. UMEIIIUX OTHOIIEHHUE
K OKCHUJATUBHOMY CTpecCy, BOCIaJeHuIo, paKkTopam
pocTa); ocobble GroMexaHUYeCcKHe cBolicTBa Gpubpos-
HOM KarllCyJbl T71a3a, 6osiee BhIpakeHHBIE PErMOHAIb-
Hble TeMOZIMHAaMW4YecKye HapymieHus [42, 66-69].
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N3I u 3aKpbITOyronbHas rnaykoma (3vr)

Eme oauH TpebynoIuil 06CYXAEHWS BaXKHBIN
acreKT — coveTaHue [I9C U 3aKpBITOYTrONbHOMN TJa-
ykoMmbl (3YT). [lo HeaBHEro BpeMeHU CBS3b MEX/Y
nceBzoskconaTUBHEIM nporieccoM u 3YI cuuTa-
Jlacb COMHMTEJNBHOM, INOCKOJBKY B TeYyeHHe MHO-
TUX JIET COOOIIANOCh JUIIb O CIIOPAAUYECKUX CITyda-
ax mozobHol komouHanuu [70, 71]. Tem He MeHee,
pAL McciefoBaHUM MOKa3al BO3MOXKHOCTb Pa3BUTHUA
3TO GOPMBI ITIAYKOMBI IO 3aKPHITOYTOJIBHOMY THUILY.
B uccnemosanuu R. Ritch 6osee yem B 4yeTBepTHU CITy-
yaeB 3YI' nau nepBryHOro 3akpoeITua YIIK ycTraHoBIeH
KJIMHUYECKU YUIU MOPQDOJIOTHYECKU MTOATBEPKAEHHBIN
[13C [72]. B 6Gosee mO3AHEM HCCIENOBAHUU 3aKPHI-
tre YIIK 1-2 cTeneHu Habr0ga10Ch y 25% MalueHToB
¢ TI3C npotuB 10% B KOHTposbHOU rpymme. Cpeau
HUX y 3,2% Haba0Zag0Cch MOJHOE 3aKPBITHE yIjia
¢ passutueM 3YT.

OTmeyeHO, 4TO puck 3akpuiTud YIIK mMmeer nps-
MYI0 3aBUCUMOCTD OT CTEIIeHU BbIPa)K€HHOCTH IICEBZIO-
sxkdosuaTuBHOTO Tpoiiecca [73]. B mogo6HEIX Tma3ax
VMeeTcA IIeJIBIi P/, aHaTOMO-KJINHUYIEeCKUX IIPeJIOCH-
sok 2yia pa3BuTua 3YT. [IUrMeHTHBIN aIuTenui pasyx-
KU U IepesHAA NOBEPXHOCTb XpycTaanKa, IOKPHIThIE
[13M, UMEIOT TEeHJEHITUIO K aJAre3uu ¢ GopMUPOBaHU-
€M 33/IHUX CUHEXWH (0COOEHHO B YCIOBUSX PUTHUAHO-
ro 3payka). JTOT IIpoliecC B COUETAHUM CO CMelleHu-
€M UPUZ0-XPyCTAINKOBOH AradparmMsl Kepean Beies-
CTBHe CIabOCTH IIMHHOBOM CBA3KU MOXET IPUBECTU
K Pa3BUTHIO 3paYKOBOTO OJIOKA C MOCJAEYIOMIUM HCXO-
oM B 3YT [9, 38]. Ycyry6uTh mpoiiecc MOTYT acCOIM-
nposanHsle ¢ [I9C yToieHe xpycTaarka BelaeJCTBUe
MIPOTPeCCHPOBAHUSA KaTapaKThl, iereHeparyisa chUHKTe-
pa 3payka, pUruHOCTb PaZfly’KKH, ABJIEHUA NIepeHEro
yBeuTa. lcronb30BaHre MUOTUKOB MOXET JIULIb YXYZ-
MIUTh CUTYaIWIo, YCKOPUB GOPMUPOBAHUE 3PAYKOBO-
ro 6;oka [9]. [IporpeccuBHBIN XapaKTep HAKOIUIEHUS
[TOM MOXeT NMOCTeNeHHO U3MEHUTh aHAaTOMMUIO Tepej-
Hero cerMeHTa Ivia3a, IOTeHLMaJbHO IIpeBpalas mep-
BOHAYaJIbHO OTKPHITYIO KOHQUTYPALIUIO yIVIa IepeHel
KaMepBl B Y3KYIO WIH 3aKPHITYIO [74].

Y manuenTtoB ¢ 3YT' Ha ¢one [13C, B oTIMume OT
kJ1accuyeckold mepBudHol 3YI, yamie onpezenseTcs
Muomnuyeckas pedppakiusd 3a CUeT pa3BUTHUA ALEPHOU
KaTapakThl U CMelleHUs WPUJOXPyCTAIUKOBON Aua-
dparmbr kmepeau [75]. [IoMUMO 3TOTO, ONMUCAH PAA
OPYTUX KJIWNHUYECKUX 0COGEHHOCTel: GUMOZAaNbHbIE
cyTouHble KosneOaHus BIJ], aCHMMETPUYHOE 3aKpHI-
tue YIIK, koppenupymolnee ¢ pacupegeneHueM [IOM,
orpaHUYeHUe IIOABM)XHOCTH 3payka, HapAay ¢ yIoMA-
HYTBIMU BBIIITe CTa00CThIO IIMHHOBBIX CBS30K U IIOCTe-
IEeHHBIM CMellleHHeM HPU0XpyCTaINuKoBON Auadpar-
MBI KIlepeid. AHaJIM3 IPOrPeCCUPOBaHUs 3a060/IeBaHUsA
BBIABWJI 6OJiee arpecCHBHOE TEYeHUeE, NIPU KOTOPOM
CKOPOCTh ITlepUMeTpPUYeCKUX MU3MEeHEeHUU MIOYTH B /IBa
pasa Beiiiie [76]. bosee Toro, [I19C ynmoMuHaeTcsa B KOH-
TeKCcTe pa3BuTuA ocTporo npucrymna 3YT [77].
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OTH pe3y/nbTaThl 06yCIaBIUBAOT HEOOXOAMMOCTD
WHAVBU/YaIU3UPOBAHHOTO MOAXO0AA K JedyeHuwo 3YI'
Ha ¢oHe [13C ¢ paHHUM XUPYPIUYECKUM BMeEIATENb-
CTBOM U CIIeIMPUIECKUMHU IIPOTOKOIAMU I ONITUMHU-
3aIuy [oJlydyaeMbIX pe3yabTraToB. OfHaKO HU B OJHOU
U3 TIpe/JIoKEeHHBIX /10 CUX IOp KJIacCUPUKAIMOHHBIX
CXeM JlaHHBbIY BapyaHT IJIayKOMBI He IIpe/iCTaBJIeH.

M3C n rnaykoma HOpPManbHOro
nasnenus (THA)

He yxyiazpiBaeTca B paMK{ HCIOJb3yeMBbIX KJjac-
cuduKaIuii u ele ofHO mposiBaeHue 13T, He compo-
BOXKZatoleecs moBbeiieHueM BI'J] Beillle BepxHeU rpa-
HULBI HOpMBL. TpagunuonHo IIDT paccmarpuBaerca
KaK IVIayKOMa BBICOKOrO fapieHud. Ciy4yau coueTaHuA
nceBzodkcdonmmaTuBHoro mpoiecca ¢ I'H/I omuceiBa-
JIMCH 10 HeZJaBHET0 BPEMEHU KaK KasyucTudeckue. Tem
He MeHee, K HACTOAIIEMy BPpeMeHU HAKOIUIEH [0CTa-
TOYHBIM MaTepua’s, I03BOJAIIINN TOBOPUTH O Cylie-
CTBOBaHUU U TaKOW pa3sHOBUJHOCTH IJIAYKOMBL.

OTcyTcTBHE YETKOTO ITOHMMAaHUA NaTOreHeTude-
CKMX MeXaHWU3MOB MPUBOJUT K pa3HoobOpasuio ¢op-
mynupoBok: «['HJl Ha ¢one [IDC», «IIOT HOpMANbHO-
ro JaBieHus». Kak mpaBmio peyb UET O MapHBIX I7a-
3axX MalMeHTOB, UMEIOUIUX YCTAaHOBJIEHHBIN AuarHos
19T BBICOKOTrO ZiaBjieHUA Ha ApyroM miasy. /lonsa Takux
nanueHToB gocruraeT 40%, ¢axTopaMu pucKa pasBU-
tua 'H/] cuurarorca xapaktepHble Aaa [19C ypoBeHb
BT/l (B 30He «BBICOKOM HOPMBI») U BBICOKAA aMIUIUTY-
Jla CyTOYHBIX KosebaHuil odTanpbmoroHyca [78-80].
[ToxasaHo, YTO HOPMOTEH3UBHBIN BapuaHT [10I" xapak-
TepusyeTcs Oojiee HU3KUM IIOKa3aTeJeM I[€HTPasb-
HOM TOJIIIMHBI POT'OBUIBl U YMEHbUIEHUEM TOJLINHEL
pelieTyaTol IJIACTUHKU B cpaBHeHUU ¢ [10T' BEICOKO-
TO ZJaBJIeHUA, YTO MOXET CBUJETEIbCTBOBATh O CTPYK-
TYPHBIX NIPEATIOChLIIKAX K PA3BUTHUIO 3TOrO JOCTATOYHO
pezkoro BapuaHTa [81]. B cpaBHeHUU ¢ Kaccuyeckon
I'H/l vy naHHOW KaTeropuu NallMeHTOB OTMeYaeTcs
6osiee BICOKast CKOpocTh ncToHyeHuss CHBC [82].

B kadecTBe (HaKTOpPOB pUCKA ITAYKOMATO3HBIX
nsMmeHeHuil /JI3H npu orcyTcTBuM noswimieHus BI/]
YIOMUHAIOTCA TaKXe HapylleHUs ITIa3HOTO U PEeTpo-
6y/1b0apHOTO KPOBOTOKA, BACKYJOIATHA W IATOJO-
rUYecKre M3MeHeHUs 3JacTUYeCKON TKaHW B obJa-
CTHU pelIeT4aToOU IJIAaCTUHKY, cOmpoBoxkaaromue [19C
[42, 83]. OTmeuaeTcs, uTo BnocaeacTsuu I'H/| moxeT
TpaHCPOPMUPOBATHCA B TPAAULUOHHYIO dopmy I[IOT
BBICOKOTO ZiaBieHusa [9].

KnuHunueckasa 3HaummocCTb BONMpoca
0 Knaccudpuxauumn NIr

Jluckyccrs o 11e1ecoo6pasHOCTH IIPOTUBOIIOCTAB-
nenua IIOT u TIOYI" HocUT He IPOCTO akazeMmuye-
CKUH XapaKTep, a HallpsAMYIO CBfI3aHa C LeJIbIM PALOM
BOIIPOCOB, TPebyOUUX 0OCYKAEHUSA, Pa3MbIIUIEHU,
peIlleHys, B T.4.: HY>KHBI JIU clienndprIecKre MOAXOIbI
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K guar"octuke [I3T'? tpebyet su II9T ocobbIx anro-
PUTMOB AMHAMUYIECKOTO HAOIIOAEHUA? CYIECTBYIOT JIN
IaToreHeTHYeCKW 060CHOBAaHHBIE BaPUAHTHI JTeYeHUs
[I3I'? BO3MOXHO JIM MPEAOTBPATUTb TPaHCPOPMALIUIO
[15C B II3I'? ompeAensaioT 11U 0CO6EHHOCTH TaToreHe3a
U KJIMHUYeCKO! KapTUHBI [IOT HIoaHCH €€ xupyprude-
CKOTO JIeueHUA? U pAf JPyrux.

B HacrosIlee BpeMs He CyILIeCTBYeT crelnudude-
CKUX BapUaHTOB Tepanuy AaHHOW MaToJIoruu. Vcmnos-
3yeTcA TPaJULMOHHBIM MTOoC/IeZ0BaTeNbHBIN alTrOPUTM
JledeHUd, BKJIIOYAIOUIMNM MeJUKaMeHTO3Hble T'UIIO-
TEH3UBHbIE CPE/ACTBA W UX KOMOWHAIWU, Jla3epHbIe
U XUpyprudeckre BMemarenascTsa [20, 21].

Tem He MeHee, /eNalOTCA IIOMBITKM 0OOCHOBATH
[IaToreHeTHYecKylo HalpaBJIeHHOCTb HCIIOJb30BaHUA
HEKOTOPBIX MECTHBIX I'MIIOTeH3UBHBIX CPE/CTB, B 4acT-
HOCTH, aHaJIOrOB IIpocTariaHAXHOB. [loBbIlIeHNe KOH-
IeHTpanuy TpaHchopMupylolero ¢akropa pocTa
(TGF-B1), a Tarxke AucbanaHc MATPUYHON METAJLIOIPO-
tenHasbl (MMP) u eé TkaHeBoro uHruburtopa (TIMP)
UTI'PAIOT KJIIOYEBYIO POJIb B M3OBITOYHOM MPOAYKIUU
U HakorwieHUHU [IOM c pa3BUTHEM KJIWHUYECKOH Kap-
TuHbl [I9C/TIOT. JlaTaHOIIPOCT yBEIUYUBAET YBEOCKJIE-
PaJIbHBIM OTTOK 3a CYeT U3OBITOUHOU Jerpajjaliii KC-
TpalesUII0IIPHOTO MaTpUKca B IIUJIMAPHOM Tejle IyTeM
cruMmynanuu/akrtusauuu MMP. JiuTenbHad Tepanus
JlaTaHonpoctoM npu I3[ npUBOAUT K CHUKEHUIO YPOB-
Ha TGF-B1 (o HOpMasbHBIX KOHLIeHTpauuit) u MMP-2
BO BJjIare IepeZiHel kaMepsbl, YTO, II0 MHEHHUIO HCCIIe0-
BaTeJsiell, MOXXeT BO3/leliCTBOBaTh Ha KJII0UeBble 3B€HbsA
narorenesa [I2C/II3T" Ha ypoBHe yMeHbILIEHU IPOAYK-
MM ¥ HAaKOILIEHUs IaTojiorudeckoro I1OM [1, 9].

Kpome Toro, Ha OCHOBaHWUU pe3yabTaTOB Mexay-
HapozaHoro ucciegoBanus Collaborative Exfoliation
Syndrome Treatment Stud 6bUTM TONBITKU 060CHOBATD
rcnosab3oBaHue 2% pacTBopa NUJIOKapIuHa, KOTOpoe
IIOMUMO YAyYIIeHUS OTTOKA BHYTPUIVIA3HON KUJKO-
CTH ¥ MEXaHUYECKOTO «OUHIIeHNs» TPAOeKyIbl MOXKET
MIPUBECTU K YMEHBIIEHWIO ob6pa3oBanus [1OM 3a cuer
OorpaHUYeHHUs MOJABW)XHOCTU 3pauka [84]. Bnpouew,
CTOWKUH MHO3 M KaTapaKTOTeHHbIH 3dPeKT Muo-
THUKOB IIPU BecbMa OTHOCUTENbHON 3PpPeKTUBHOCTU
He TI03BOJIAIOT MCIIOIb30BaTh MIPEAJIOKEHHBIN CIIOCO0
B IIMPOKOU KIMHUYECKOHN IIPaKTUKe.

[TepcrieKTUBBI MeAMKaMEHTO3HOTO JIeYeHU JeKaT
B IIJIOCKOCTH M3Y4Y€HUA MOJEKYIAPHBIX MEeXaHNU3MOB
TICeBZ03KCHOMUATUBHOTO TIpoLiecca U pa3paboTKU Tap-
reTHO Tepaluy, HallpaBJeHHOHN Ha IoZaBieHue Ipo-
ayknuu [IOM [85]. TloTeHIIMaNMbHON TepaneBTUIECKON
MUIIEHbIO TeHHOU Tepaluy MOI'YT OKa3aTbCA MaJjble
aapseikoBele PHK (3kcmpeccrss KOTOPBIX MeHseTCs
npu [19C/TI3T) [86].

B xavecTBe maToreHeTnyecku 060CHOBAHHOIO Jie-
yenus [I9T obcyxaaeTcs xupyprusa katapakTsl. ®axo-
aMyJabcuUKALNA CONPOBOXKAAETCA Oosiee BBIPAXKEH-
HBIM B cpaBHeHHUH ¢ [IOYT runoTeH3suBHBIM 3ddeKToM,
CIOCOOHA YMEHBIIUTh KOJIUIECTBO HCIIONb3yeMBIX aH-
TUIVIAYKOMHBIX Kalle/lb, CHU3UTh aMIUTUTYZAY CYyTOYHBIX

Bpeacres A.FO.



KonebaHuit BIJ U Za)ke YMEHBIIUTh PUCK Pa3BUTHUA
IIayKoMbl y manueHToB c [19C. /lanHble 3GPeKTh pea-
JIU3YIOTCA 3a CYET MeXaHW4YeCKOro BBIMBIBaHUA [IOM
u nurmeHTa u3 YIIK, yBennuyenusa mupunsl YIIK, yBe-
JIMYEeHUA [IPOCTPaHCTBa MeXAy 3aJHell TIOBEPXHOCThIO
pazyxku u MIOJI (IpUBOAUT K YMEHbIIEHNIO BEICBOOOXK-
nenus [IDM) [87-88]. OgHako XUpyprus KaTapaKThl He
penraeT mpobeMy MOJTHOCThIO, TIOCKOIbKY MUCTOYHUK
[IDM — 3TO He TOJBKO XPYCTaJMK, HO U GECIUTMEHT-
HBIY 3TUTEINH HUINAPHOTO TeJla, 3aHUH MUTMeHTHBIN
SNUTENUN paZyKKU, SHAOTENUN POrOBULIBI, SHAOTENNN
COCYZOB pafy’KHOU 0O0JIOYKH U TPAOEKyIAPHOU CETH.
O6menpusHano, yro npu [I3T yame TpebyeTcs
paHHsAA aHTUTIayKoMHasA xupyprud [2]. [Toucku cnerr-
nPUIECKUX MATOTeHETUYECKH OOOCHOBAHHBIX BapH-
aHTOB JIa3epPHOT'0 U XUPYPTrUYeCcKOro JiedyeHns JaHHOU
IJIayKOMBI ZJalleKy OT 3aBepllieHUsA. Pe3ynbTaThl OLleHKU
cpaBHUTENbHON 3pPEeKTUBHOCTH KJIacCUuecKol Tpa-
OeKyJI3KTOMUM U Pa3JUYHBIX BaDUAHTOB COBPEMEH-
HOM MMKPOMHBa3sWBHOM xupypruu npu II3I' u ITIOYT
MPOTHUBOPEYUBHI, IPU 3TOM OTMedaeTcs 6ojiee BBICO-
KHUH pUCK UHTPA- U IIOC/Ie0TIepalliOHHBIX OCIOKHEHUH,
CBSI3AHHBIH ¢ U3OBITOYHON BOCHATUTENbHON peakiuen
Y HapylleHneM reMaToodTalbMIYecKoro 6apbepa Ha
¢doHe mceBm03KChOMIMATUBHOTO Mpoliecca [9, 89-91].
AHoHcupoBaHHasg Oosee 30 jieT Ha3zaZ B KavyecTBe
[IaTOTeHeTUYEeCKOTOo JieueHUs ollepanusa Tpabekymnoa-
CIMpaLXY B COYeTaHUM C dKCTpaKLMel kaTapaKThl WK
6e3 Heé MO3BOJIAET JOOUTHCSA JIMIIb OTHOCHUTENBHOTO
Y BpeMeHHOT0 TUIIOTeH3UBHOTOo 3ddekTa [92].
OueByHA HEOOXOAUMOCTD 60JIee PaHHETO U IUPO-
KOT'O UCITOJIb30BaHUA aHTUTTIAYKOMHOU XUPYPryu IpU
[19T, co3manusa crenuPpUIECKUX aJrOPUTMOB «IOXH-
PYPrUYecKOT0» 3Tana HabMoJeHN TaKUX MallieHTOB
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3aKnwuyeHue

HecmoTpa Ha AUCKYCCHOHHBIM XapakTep BOIIPO-
ca, B HacToslllee BpeMsA IpeBajJupyeT TOYKa 3pEeHUA
0 IpuHaziexxHocTH [I3I" K kaTeropuu BTOPUYHBIX Ia-
ykoM. OZIHaKO ee yHUKaJbHble KIWHUYECKHE YePTHI
(cucTeMHBIN XapakTep, IMUPOKUHN CIIEKTP KOMOPOU-
HBIX COCTOSAHUMN, pa3BUTHE ITIAyKOMEI 110 TUITy OTKPBHI-
TO- U 3aKpeITOyroabHOU, 'H/) Hapsaay ¢ mosydYeHHBI-
MU MHOTOYHCJIEHHBIMU CBeJeHUAMH GyHAAMeHTaIb-
HOTO XapakTepa (TreHeTHdYecKue, OMOXMMHYECKUE,
MMMYHOJIOTUYECKHe, TaToPU3NO0JOTUIeCKIe), TI03B0-
JAI0T paccmaTtpuBaTh [I9I° He IPOCTO KakK pasHOBU/-
HOCTb BTOPUYHOU OTKPBLITOYT'OJIbHOM IMIAYKOMBI, a KaK
ocobyio popmy 3aboseBaHUs, TPeOYIOIIYIO, TOMIUMO
CTaHJAapPTHBIX TEXHOJOTHH, pa3paboTKU KauyeCTBEHHO
HOBBIX, CIIeIN(PUYHBIX ITOAXO0/0B K paHHeH JUarHoCTH-
Ke, MOHUTOPUHTY, MeANKaMEHTO3HOU U XUpyprude-
cKoil koppekuu. [losBieHre B apceHane opTaibMO-
JIOTOB TTOZO06GHBIX BO3MOXKHOCTEN TTO3BOJIUT BEPHYTHCS
K BOIPOCY IlepecMOTpa CYIIeCTBYIOUIUX KJIaCCUPU-
KaIlMOHHBIX CXeM C BO3MOXKHBIM BbIeeHueM 13T
B OTZEJIbHYIO KaTerOpHUIo.

Yuacmue aemopos:

KoHuyenuyus u ousalH uccnedosaHus: bpexHes A.10.
Céop u obpabomka mamepuana: bpexHes A.10..
Cmamucmuueckas o6pabomka: bpexHes A.10.
HanucaHue cmambu: bpexHes A.I0.
PedakmuposaHue: bpexHes A.10.
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