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PE3IOME

B 0630pe onncanbl 0OCHOBHbIE (aKTOPbI PUCKA 1 KIMHUYECKME MPOSIBJIEHNsI CUHAPOMA «TOJyObIX CKIIEP», BKIIIOYAIOLIEr0 GOMbLUYIO Py
3a60neBaHMit pasIMuHOro nponcxoskaeHust. OObIYHO Pa3BUTHE JAHHOTO CHHAPOMA FeHeTHYecKn 0GYCIIOBIIEHO U SIBJISIETCS TOCTOSIHHBIM (e-
HOTUITMYECKMM TPU3HAKOM HEeCOBEpLIEHHOro ocTeoreHesa. [IoMHMO KilaccHUecKoil Tpuajbl, COCTOSILEN U3 CHHMX CKJIep, JIOMKOCTH KOCTe#
¥ TYTOYXOCTH, Psii MCCIIeioBaTeNIei YKa3blBAIOT Ha I71ayKOMY Kak Ha OJHO M3 [JIa3HbIX MPOSIBIIEHMIT 607IE3HM «XPYCTaNbHOTO YenoBeKa» Hapsiay
C TOHKO#1 pOroBHLIe#l M HU3KO# KOPHEOCKIepanbHOit PUTMAHOCTbIO. [Ipenonaraercs, 4To coueTaHue HeCoBepLLEHHOro ocTeoreHesa 1-ro Tumna
C MePBUYHOI OTKPBITOYTOJIbHOM ITIayKOMO# SIBJISIETCS] HOBOIA (peHOTHIIMYECKOi accounatyeit. Hanbonee 3¢ dexTrBHBIM METOLOM KOMIIEHCa-
LMK BHYTPUITIA3HOTO AABJIEHNs [IPK AAHHOM aTOJNOTMK CYMTAETCsI XMPYPridecKoe BMellaTenbCTBo. [IpecTaBieHo KIMHNYecKkoe HaboieH e
accouMaLyi I71ayKOMHOTO0 MPoLiecca ¢ CHHAPOMalbHbIM MOpakeHneM COelIMHNTeNbHO TKaHH, POSIBUBLLIMMCS Uepes 15 JieT noce nepBU4HO-
ro o6patLieHnst K 0pTanbMOIOrY MO N0BOAY NePHOANYECKI BO3HUKAIOLLEl odrabmorunepreHsui. [IpoBeneHne cenekTMBHOI 1a3epHoi Tpabde-
KYJIOIIACTHKY B COYETAHMM C MHCTUIIISILMSIMK OPUTMHATIbHOI PUKCHPOBaHHO# KoMOMHaLmK 6uMaronpocta 0,3% n tumorona 0,5% nossonmso
ZOCTHYb HOPMaJIbHbIX 3HAUEHMIT BHYTPHUIVIa3HOTO JiaBjleHNsl. Hasiure yibTpaToHKMX POroBHL], CUCTEMHOI TMIIOTOHUM He MCKITIOHYaloT Heo0X0-
JMMOCTH TNOCJIeNlYIOLIero XMpypruyeckoro BMellaTebCTBa.

KJTFOYEBDIE CJIOBA: rosy6bie CKIIepbI, CHHIe CKIIEpbI, [7TayKOMa, HeCOBEPLUEHHbII 0CTEOreHes, TOMLIMHA POrOBHLIbI.
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ABSTRACT

This paper reviews the key risk factors and clinical manifestations of blue sclerae, which include a large group of diseases of various origins.
Generally, this syndrome is genetically determined and is a constant phenotypic sign of osteogenesis imperfecta. In addition to the classic
triad of blue sclera, brittle bones, and hearing loss, many authors refer glaucoma to as an ocular manifestation of brittle bone disease
in addition to thin cornea and low corneoscleral rigidity. The combination of osteogenesis imperfecta type 1 and primary open-angle
glaucoma is a novel phenotypic association. The most effective way of controlling intraocular pressure (I0OP) in this condition is surgical
intervention. Case report of a combination of glaucoma and syndromic connective tissue disease that appeared 15 years after the first visit
to an ophthalmologist for recurrent ocular hypertension is presented. Selective laser trabeculoplasty and a fixed-dose combination of 0.3%
bimatoprost and 0.5% timolol provided normal IOP levels. Ultrathin corneas and systemic hypotension do not rule out the need for further
surgery.
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BBENEHUME 0OYCIIOBJIEHHBIX CMHPOMOB, 8 CHCTEMHBIX PacCTPOVICTB Here-

M3BeCTHO, YTO 107 CMHAPOMOM «TONYObIX CKIIEp» MOAPasy- HETMYECKOl MPUPOZbl U 4 MEIMKAMEHTO3HO MHYLMPOBAHHbIX
MEBAIOT GOJIBLLYIO IPYIITY COCTOSIHMIA C PAasNMYHBIMU MeXaHM3-  nurmeHTaumii [1]. MHorooGpasve BapHaHTOB HaHHOM MaToio-
Mamy BO3HMKHOBeHHsl. COMIACHO JAHHBIM aHIJIOS3bIYHOM JIUTe-  [WMM, PA3HOBPEMEHHOCTD MOSIBJIEHHS] €€ OCHOBHBIX CHMITTOMOB,
paTypbl B HACTOSILLIEE BPEMSI ONMCAHO He MEHee 66 IeHETMYECKN — COYETAHMsl C Pa3/IMYHBIMM CHCTEMHBIMM M3MEHEHUsIMM 3aua-
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CTYIO CIIOCOOHBI 3aTPYIHUTb CBOEBPEMEHHYIO IMArHOCTUKY 3a-
OoJieBaHNsl, IPUHSTD NPABWIBHOE PELEHNEe O TAKTHKE BeLeHHs]
NaLyeHToB.

ITPHUMHBI, AKTOPBI PUCKA U OCHOBHBIE
KJIIMHUYECKHE MMPOSBJIEHUSI CHHIPOMA «T'OJIVBbIX
CKJIEP»

lonyboe okpalMBaHue CKJIEpP BO3MOXKHO B pe3ysbTaTe
MPYMeHeHHs! BBICOKMX 1103 aHTHOMOTHKA IPYIIbl TETPALIMKIIN-
Ha — MUHOLMKIMHA. OObIYHO MOI0OHAs MUrMEHTALMS! CKIIepbl
comnpoBoskzaercs: obOeclBeuYMBaHWEM HOITeN M mpuobpere-
HMEM MMM CEPO-CHHEro OTTEHKA, MHOrIA M3MEeHEeHHEM LBeTa
KOXKH, CJIM3UCTOI 0607104KM ONIOCTH pra M np. [2, 3]. metotcst
OTZeNbHble COOOLLEHMSI O NOSIBJIEHUM CUHUX CKJIEp MOCIIe MPU-
eMa MpOTHBOCYZIOPOXKHOTO CpefcTBa 330orabuHa/perurabuHa,
LIUTOCTaTHKA MHUTOKCAHTPOHA M IJIIOKOKOPTMKOWAA TpenHH-
30Ha [4-6]. OnHaKo yCTaHOBJIEHWE NMPUUMHHO-CIIECTBEHHO
CBSI3Y TIPY NOJ03PeHUH Ha PpapMaKoJIornuecky MHAYLIMPOBaH-
HYIO ITMEHTALMIO CKJIepb [J1s OOMBLIMHCTBA MPAKTHKYIOLIMX
Bpaueii ObIBaeT JOCTATOYHO 3aTPYAHUTENbHBIM [1].

Cpeny reHeTHueCKY HE3aBUCHMOI CUCTEMHO NaTOJIOTMH FO-
nyOM3Ha HAPY>KHOM 00OJIOUKM I71a3a uallle BCEro BCTPEeYaeTcs
npu sxenesofeduLnTHOM aHemuH [7, 8]. [lo nanHbim L. Kalra et
al. [9] u M. Beghetti et al. [10], cpenu He6oMbILMX IPyII FOCTH-
TaJM3UPOBAHHBIX MALMEHTOB YaCTOTA BOSHUKHOBEHHSI FOJTyObIX
ckniep Konebanach ot 56,3 1o 85,1%.

Hanuure nanHoro cummnroma GbUIO OTMEYEHO U MPU IpY-
roii MaToJIOrMK, HampuMep MpY MPUOOPETEHHOM CHMHIAPOME
POEMS (nonuueiiponatusi, opraHoMeranus, S9HIOKPUHONATHS],
M-npoTeunH, KoxkHble u3meHeHus1) [7], aprupun [11], cuaapome
Karnnana [12], runepromouucrersemuu [13], Muactenuu rpa-
Buc [14], HeByce Ora [15].

Bmecte ¢ Tem mnonaBnsioliee OGONBIIMHCTBO BapHUAHTOB
CHHIpOMa «royObIX CKJIep» 00yCI0BIeHO reHetnyecku. Hau-
Oonee pacrmpoCTpaHEHHbIN THUIN HAC/ENOBaHMsl JAHHbBIX CHH-
IpPOMOB — ayTOCOMHO-peLiecCHBHblit (47%) [16]. Ha nacneno-
BaHWE MO ayTOCOMHO-IOMHHAHTHOMY, X-CLEMUIEHHOMY JIOO
HeyCTaHOBJIeHHOMY TunaMm npuxoautcst 30,3% KIMHAYECKUX
cnyyaes [1].

MameHeHMe LBeTa CKyepbl CBSI3bIBAIOT C MEPBUYHBIMU
nedekTaMy CKJepajbHOTO KOJUlareHa BCJIEACTBUE Hapylle-
HUsl OMOCMHTE3a WM [erpajaluy BOJIOKHHUCTBIX CTPYKTYP
coenuuutenbHoi TRauu (CT). [eHeTnueckn M3MeHeHHbI Gu-
OpuisioreHe3 BHEKJIETOYHOTO MaTpHKca OOYC/IOBJIMBAaeT Ha-
pyuienvie passutis CT B 3MOPHOHAIBHOM U MOCTHATATIbHOM
nepuonax. Mopgosoriuueckoe HECOBEPLLIEHCTBO CKIIEPHI BEET
K MCTOHUEHHIO HapY>KHOI 000JIOUKM I71a3a W MPOCBEYNBAHUIO
TOATEsKaLLeil COCYANCTON 000JI0UKH, UTO 0OYCIIOBIMBAET 110-
sIBJIEHME CKIIEpaJIbHOI rOTyOK3HBI, KOTOpast 00Jiee MHTEHCHBHA,
4eM y 3J0POBbIX HOBOPOKIEHHBIX, U He hcYe3aeT K 5—6 Mec.
’KM3HH, KaK 00bIuHO. [1py 3TOM pa3mepsl 171a3 He MU3MEHEHBI.

EnvHCTBEHHBIM M3 BCeX MIEHTU(PULIMPOBAHHBIX COCTOSHUM,
TP KOTOPbIX CHHSISI CKJIepa CUMTAETCsl MOCTOSHHBIM (PEHOTH-
NMYECKMM TPHU3HAKOM, SIBJISIETCS] HECOBEPLUIEHHDII OCTEOreHe3
(HO) 1-ro Tuma [17, 18]. ITO npeuMyLIECTBEHHO ayTOCOM-
HO-ZIOMMHAHTHOe 3a0oJieBaHue, MNPUBOZSILEE K CHUKEHHIO
oOuweit BbIpaGOTKM KosiareHa | Tuna npumepto Ha 50% [19].
Hecmotpst Ha To, uro HO npexne Bcero xapaxkrepusyercs
XPYNKOCTBIO KOCTE}, OH MOTEHLIMAJIbHO MOPaskaeT BCE OpPraHbl
C BBICOKMM COJiepskaHMeM KoJulareHa, BKIIOYasl OpraHbl 3pe-
HUsl, Ci1yXa, 3ybouentocTHoit cuctemsl [1, 20, 21]. JlomkocTb
KOCTeii (00ME3Hb «XPYCTaNbHOTO YEI0BEKAa») Ha PasHbIX CPO-

Kax TedyeHHsl Mpoliecca OTMEYaloT MOouTH y 2/3 HalMeHTOB.
Yacro HapyleHre OCCU(UKALMK COYETaeTcst CO CraboCTbio
CBSI30YHOTO amnmapara M CyCTaBOB, 4TO 00YCJIOBIMBAET pop-
MMPOBaHKeE Pa3INuHOro Pojia BbIBUXOB M MOJBbIBUXOB. VICTOH-
yeHne GapabaHHOM nepenoHkH, Habmonaemoe y 90% 60JbHbIX,
CBsI3aHO C IporpeccupyioLLeil Tyroyxoctbio. Kpome «romy6oi»
GapabaHHO! MEPENoOHKM y NaHHbIX MALMEHTOB ONpENEsNsIoT
BBIBUX! W HETPaBUJIbHOE Pa3BUTHE CITYXOBbIX KOCTOYEK.

Tomumo rony6six cknep npu HO BhisiBIISIOT KepaTtornobyc,
KepaTOKOHYC, 3MOPHOTOKCOH, 30HYJISIDHYIO WJIM KOPTHKaJb-
HYI0 KaTapakTy, SKTOMMUIO XpyCTasuKa, MSTHUCTYIO JlereHepa-
uuio porosuubl 1 np. A. Scott et al. [22] nononHum nepeyeHb
U3MEHEHUIN BBICOKOM YaCTOTOM MHUOMWM W aCTUIMATU3Ma,
U. Pedersen et al. [23] — ncToHYeHMEM POrOBHULIbI IO CPABHE-
HUIO C ee TOJILLIMHOI Y 3I0POBBIX Jitozieil. B GonbIuMHCTBE CIty-
4aeB MaTOJIOTMIO BbISIBJISIOT B IETCKOM BO3pacTe.

W3yuas neckenernole nposienenust HO cpeau 85 nmauuen-
ToB (cpenuuit Bo3pact 44,9+159 rogpa), J.D. Hald et al. [20]
YCTQHOBWJIM, YTO HaMMeHbllasl TOJIIMHA POTOBULbI Xapak-
TepHa A5t naureHToB ¢ HO 1-ro tuna — 461+32 MkM npoTus
KOHTPOJIbHOrO 3Hauenusd B 550+30 mkm. Y nmaumenTos ¢ HO
3-r0 1 4-ro TUIMOB TOJILLMHA POrOBHLIbI B €€ LIeHTPabHOI 30He
(UTP) cocraBnsia 51029 u 500+40 MKM COOTBETCTBEHHO
(p<0,001). OnHaxo cTaTUCTU4YECKK 3HAYMMOTO pasyinuus B Be-
JIMYMHE 3TOrO0 Nokasarens y nauyeHToBs ¢ HO ¢ cunumn u Genbl-
MM CKJIepaMM aBTOpaMH He BblsiBlieHO — 470+32 MKM NpPOTUB
497+46 mxM cooTBeTcTBeHHO (p=0,69). ITUMU Xe ucceno-
BaressMu y ofHoro u3 58 maumentoB ¢ HO 1-ro tuna Gbina
IMarHoCTHpOBaHa MepBHUYHas [71ayKoMa, 2 MalueHTa ObuLiun
HanpasJIeHbl MO JMHAMUYECKOe HalJlofieHue 10 MOBOAY BTO-
pruHoit rnaykomsl [20].

CUHIIPOM «TONYBbIX CKJIEP» U [TIAYKOMA

Hecmortps Ha uMmetolvecs ceenennst 06 accoumauun HO
C IIayKOMOIi, yOeIuTeNbHbIX NO0Ka3aTelbCTB TaKOM CBSI3M
J0 HACTOSILLIErO BPeMeHH He npepcrasneHo. bonee 50 ner Ha-
3an W.A. Manschot [24] onucan pesysnbTaTbl HOCMEPTHOTO M-
CTOJIOTMYECKOrO MCCTIeN0BaHMs [71a3 HEIOHOLLIEHHOrO pedeH-
Ka c npennonaraembiM HO 2-ro Tuna, ¢ cuHei, MCTOHUEHHOM
10 1/3 oT HOpMaJIbHO¥ TOJILLMHDI CKJIEPO, TOHKOI pOrOBHLIE,
OTKPbITBIM YITIOM TepefHeil Kamepbl 1 aHOMAJIbHO TyOOKON
9KCKaBallMeit aucka spurenbHoro Heppa ([3H), xotopble,
10 MHEHHIO aBTOPOB, 00YCJIOBJIEHbI HENOCTATOYHBIM Pa3BUTH-
€M CKJIepasbHO# peleryatoil naacTMHKU. OIHAKO CBA3b Bbl-
SIBJIEHHbIX M3MEHEHHI C YPOBHEM BHYTPUITIA3HOTO [aBJIEHUSI
(BI'l) He paccmarpuBanacs [24, 25].

L. Berggren et al. [26] onucanu 5 cnydaeB HO ¢ rony6bl-
MU CKJIepaMH, HOpMaJlbHbIMU 110Ka3aTessiMi ee PUrMAHOCTH,
c BI'l B nuanasone 10—14 MM pT. CT., BbICOKUMU 3HAYEHHUSI-
MM TOKa3aTess JIETKOCTH OTTOKA BHYTPUIJIA3HOM KMUIKOCTH.
Hu'y onHOro 13 nauyeHToB He 6bI0 0OHAPYsKEHO [1ayKoMaTo-
3HbIx nsmenenuit I3H 1 nepudepnueckoro 3penust. B 1989 .
A. Superti-Furga et al. [27] npeacTaBumu cembto ¢ HO (runore-
TUYeCKU 4-ro TUMa) C NaToreHHbIM BapuaHToM B rene COLIAZ,
B KOTOPOI#1 Y OJHOTO 4jleHa CeMbM JUarHOCTHPOBaHa MOHOJIA-
TepasbHasl [71layKoMa, HO HUKAaKKMX AOTOJIHUTEJbHBIX MOApO0-
HocTef1 0pTasIbMOIOIMUECKOro aHaMHe3a, pe3yybTaToB IHCKO-
CKOTUM WM NIEPUMETPHH MPENOCTaBIIEHO He ObITIO.

PesynbTaTbl npofomKaoLIeiicsl AMCKYCCHA O FeHeTUYeCKH
00YCJIOBJIEHHO! TOHKOWM pOroBMLIE Kak (aKTOpe pHcKa nep-
BUYHOI OTKPbITOYrosbHO# raykombl (ITOYT) u B Lenom, u npu
HO rakxe HeonHo3HauHbL.
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HecoBepiuenHblit ocreorenes 1, 2, 3 u 4-ro TMNOB Bbl-
3BaH MyTaLUMsSMU B reHaX, KOOUPYIOILMX o-KojlareHsl | tuna
(COL1A1 vnu COL1A2)y 90% nauuenrtos [28]. D.P. Dimasi et
al. [29], uamepus LITP y 28 nmauuenros ¢ HO 1-ro tuma, 06-
HapyXWwiM Goslee HM3KKME 3HAYeHMsl MOKa3aTess MO CpaBHe-
HUIO C KOHTPOJIEM. ABTOPBI TaKkske COOOLLMIH, YTO HOCUTEb-
CTBO OOLLMX ONHOHYKJIEOTUHBIX BapuaHToB B reHax COLIAI
u COL1A2 cBsa3ano c Bapuauueii LITP cpenu 3noposoro Hace-
nenus. [Ipy 3TOM ONHOHYKJIEOTUIHbIE BapuaHTbl rs2696297
1 rs1046329, pacrionoxentble psnom ¢ resom COL1AI, o6y-
CJIOBJIMBAIOT MCTOHUEHKHe porosuLibl [29, 30].

Mnentuduurposas 2 Hosble myrtauuu B reHe COLIAI
(c.540_541insC u c.2452—-2A>) y usieHOB IBYX CeMel, CTpa-
nJatoux HO 1-ro tuna B coueranuu ¢ [TIOVT, D.J. Wallace et al.
[25] BbICKa3anMch O CBSI3M THX JBYX 3a00JIeBaHUI1 KaK O HO-
BOI1 peHOTUNMYECKOIt accoLmaLu. JlokasaTesnbCTBOM MOCTY-
JKUIIM pe3ynbTaThl cekBeHnpoBanusi rena MYOC, accounmpo-
BaHHOTO C pasBUTHEM IJIayKOMbl ¢ BbiCOKMM BIJl, koTopble
TMPOIEMOHCTPUPOBAIM OTCYTCTBME KaKMX-JIMOO M3MeHeHHIt
HYKJIEOTUHO 10C/IeJ0BATEIbHOCTH UM MaTOreHHbIX Bap1aH-
TOB y BCeX 00C/IeI0BaHHbIX MALMEHTOB.

E. Doolan et al. [31], o6crienoBaB 8 uneHOB ceMbH M3 IBYX
niokosienuit, BbisiBuan HO 1-ro tunay 6 yenosek. [1py aTom niBoe
13 HuX crpananu [1OVT. M3yuuB cBoiicTBa poroBHLbl OOJIbHBIX
HO 1 310poBbIX u/IeHOB CeMbH, aBTOPbI CAeNaNy 3aKjoueHne
00 «aHOMaJIbHOM KOJUIareHe» Kak (akTope pHcKa pas3BUTHS
[TOVT, peanuaytoiiemcs: yepe3 n3MeHeHHe O1OMeXaHUYeCKHX
XapaKTepUCTHK TKaHeil I71asa, B YaCTHOCTW uepe3 CHUKeHue
nokasareJieil KOpHeasibHOM TOJILIMHBI U KOPHEAaJIbHOrO TUCTe-
pesuca.

[Ipy 3TOM AN €BPOMEOMIHOM M a3MaTCKOi MOmyJsuuid
npu [NOYT' HauGonee BepOSITHBIMU M3MEHEHUSIMH, TOTEHLH-
aJIbHO CBSI3aHHBIMM C MCTOHYEHMEM POTOBULDbI, SIBJISIOTCS Na-
TOreHHble MUCCeHC-BapuaHThl B renax COL8A1 n/umn COL8AZ
[30, 32, 33] u COL5A1 [25]. IKcriepuMeHT C LeeBOi MHaK-
tuBauueii redoB COL8AI w COL8AZ vinu ToueuyHo# myTauyei
B COLSAZ nponeMOHCTPUPOBan CHUXKEHHYIO TOJIIMHY POro-
BULIbl B 3KCrepuMeHTanbHOi mozenu [34, 35]. T. Desronvil
et al. [32] oGnapysunm mucceHc-BapuaHT B rene COL8AZ
y NauneHToB ¢ «3anyieHHoit» [I0YT 1 TOHKMMHK poroBULIAMMU.
[lo nannbiM S.E.I. Williams et al. [36], HocuTeNbCTBO MaToreH-
HbIX BapuaHTOB B reHe COL8SAZ wnu ero MHaKTUBALMS MOTYT
yudactsoBatb B cHkeHuu LI TP npu [TOVT' y uepHokoxux nauu-
entoB [30, 36].

[pyBeneHHble JaHHbIE O3BOJISIIOT CAENATh BBIBOZ O HEOO-
XOZMMOCTH 1 Le71eCO00pa3HOCTH AaIbHEMILIEro N3yueHus poiu
HOCUTENbCTBA BAPUAHTOB reHoB KoJiarena npu [1OVT.

CucremaTu3Mpysl CUHApOMAaJbHble [71a3Hble M3MEeHeHHs],
D.A. Balikov et al. [37] ykasblBatoT Ha [I1ayKOMY KaK Ha OJHO
13 rasHbix nposieiennit HO Hapsiny c rony6biMu ckiepamy,
TOHKOW POTrOBULIEN, HU3KOM KOPHEOCKIJIEPANbHOW PUTHOHO-
CTblO, «KOPOTKUMM [71a3aMM», OTCIJIONKOI ceTuaTku. [locnen-
Hsis1 yaie Bcrpeyaercs npu HO 3-ro tuna [38].

Wccnenosatenu nonaraiot, yto npu HO nameneHHas 61o-
MexaHnKa $HOPO3HOIi Karcysbl [1a3a 00yCIOBIMBAET MCEB-
DOHOpMaJIbHble Pe3yJbTaTbl TOHOMETPUM U B psifie Clly4yaeB
T103BOJIsSIET IMIayKOMHOMY MPOLIECCY OCTaTbCsl He3aMeueHHbIM
B J1000i1 13 Bo3pacTHbix rpymn [19, 39—41]. Odranbmorunep-
TEH3MIO K€ 4allle CBSI3bIBAIOT C FOHMOTPAOEKYIOANCTEHE30M,
dopMHpYIOLIMM  CyOONTUMAIbHBIN  aHATOMO-(PYHKLIMOHANb-
Hblit 3 ekt paboTbl TpabekyspHoi cetu [41].

Jlpyrum reHetnyecky oOyCIIOBJIEHHBIM CHHAPOMOM «TOJTy-
ObIX CKyep», JUIsl KOTOPOrO XapaKTepHO pasBUTHE [1ayKOMbl,

snsietcst Osteoporosis pseudoglioma (CMHIPOM «OCTeOMNo-
po3-TceBROrMOMa») — penKoe 3abosieBaHie, 1eOIOTHpYIOLLee
B MJIafieHUYeCTBe, XapaKTepuayolleecsi, NOMUMO XPYMKOCTU
KOCTeli, BUTPEOPETUHAJIbHOM AMCIUIa3ueil, MUKPO(TalIbMOM,
MHUKPOKOpHea, (THU3UCOM [M1a3HOrO sI6JI0KA, BPOXKAEHHOI
WM MJIaZieHuecKoii crenoToit. [aykoma npu aTom 3aboseBa-
HUMU SIBJISIETCS] BTOPUYHOM [1].

B oreuecTBeHHOI1 MTepaType TpUany, BKJIIOUAIOLLYIO CH-
HUE CKJIEpBI, MOBBIILIEHHYIO JIOMKOCTb KOCTel M pasJIMyHOMN
CTeNeHU TSKeCTH CHIKEHHMe CIlyXa, ONMMCHIBAIOT B COCTaBe
crHapoMoB J110Bca, BaH nep XoBe, Ban nep Xose — Kieitna
(Anavp — Haiirtona), Jlo6wreiina, ®ponuka, JloOwreiina —
Bau nep Xyse, 6one3nu [Nopaka — [lypanra. Knunuueckue
NposIBJIeHHs], KaK MPaBMJIO, HOCSAT JBYCTOPOHHMI XapakTep,
B eMHUYHBIX CIy4asix MPOLECcC MOXeT ObITb MOHOJIATEpallb-
HbIM [42].

Y MHorux nauueHtoB c aucnnasueir CT BbISIBISIOT He-
BpOJIOTMYECKUE TPOSIBJIEHMS] B BHUIE aCTEHWYECKOTrO0 CHUH-
apoma (98%), Tpesorn (95%), BereTaTMBHON IOUCPYHK-
unmn (82%), a Tak)ke KOTHUTMBHbIX HapylueHuit (47%) [43].
JanHble HecrieqMpUUECKMe H3MEHEeHUs] HepeiKo MpHU-
CYTCTBYIOT M NP APYroil NarojiorMv, B TOM 4MCIIE MpPHU
rnaykome [44—-47].

YuuThIBasi OTHOCUTENIbHYIO PEAKOCTb, MHOrooOpasue Kiu-
HUYECKMX Pa3HOBMIHOCTEI M BAPUAHTOB Te4YeHUs1 00Cyskaae-
MOrO CMHJIPOMa, HEOJHO3HAYHOCTb MHEHHI1 O ero COueTaHWM
C IMIayKOMHBbIM MPOLECCOM, MPUBOAUM ClefyIollee KIMHUYe-
CKOe HabJIoIeHKe.

KNMHUYECKOE HABJTIIOJIEHUE

Maumentka JI., 1967 r. p., BnepBble obpatunack B KI'6Y3
«KKOKB nm. npogeccopa ILI. Makaposa» (manee KKOKDB)
B 2002 r. B cBS13U ¢ nepronuueckumy nogbeMamu BI'Il B Teue-
Hue 2 ner.

ITpu obpatienny skanobbl oTCyTCTBOBAW. HacnencrBeHHbIit
aHaMHe3 [10 IJIayKoMe COMHHUTeJleH (He MCKIouaeT UCMO0Ib30-
BaHMe CTApLUMMK POICTBEHHUKAMH aHTUIJIAyKOMHbIX Karesb).
Ha MoMeHT nepBrYHOro 06Ce[0BaHKst OCTPOTA 3peHHst mpa-
Boro rasa (OD) cocraenana 0,5 ¢ cyl (-)1,02 ax 90°=1,0; ne-
Boro rnasa (0S) — 1,0. [p1 6MOMMKPOCKONMK Ha 060MX I71a3ax
omnpezesneHbl aTpodust panykku 1-if cTenenu, 4yaCTUUHOE Pas-
pyLIeH1e 3pauKOBOM MUTMEHTHON KaiiMbl. MHBIX M3MeHeHuit
nepefiHero OTnena ma3 He oOHapyxeHo. Ha rnasHom nue
npasoro rnasa JI3H 6nenHo-po30Boro LBeTa ¢ cepoBaThiM OT-
TEHKOM, ryOoKasi akckaBaumst 1o 0,7 nmamerpa amcka (I1),
rpaHuLbl YeTKMe; Ha IJIa3HOM 1IHe yieBoro rnasa JI3H Gnen-
HO-PO30BOr0 LiBETa, YMEPEHHbIl CABUI COCYAMCTOrO IMyyKa
B Ha3aJIbHYIO CTOPOHY.

ToHnockonust: Ha 060OMX I71a3ax Yroj nepenHeit Kamepbl
LLIMPOKMI1, yMEpeHHas! 9K30TeHHas MMrMeHTaLusl 00pa3oBaHUit
KOPHEOCKJIepaJibHOi1 TpabeKyJbl. YIbTpa3ByKoBOE MCCIIeI0Ba-
HUe CTPYKTYp OpraHa 3peHMs aTOJIOrMK He BbisiBUIO. [I11Ha
nepenHe-3aHel ocu NpaBoro rnasa — 25,93 M, J1eBoro rina-
3a — 25,49 mm.

BuyTpurnasHoe nasneHne npasoro rmasa — 33 MM pT. CT,,
nesoro masa — 26 mMm pr.cT. Tonepantnoe BITl — 15—
20 MM pr. cT. (aprepuanbHoe nasneHne — 90/70 mMwm pr. CT.).
I'maponnHamuyeckuit GanaHc HapyLUeH BCIeACTBUE 3aTPyaHe-
HUS1 OTTOKA BHYTPUITIA3HOM SKUAKOCTH (CM. TabmmLy).

CornacHo pesynbTaTaM KMHETMYECKON MepuMeTpuu rpa-
HULIbI NTeprQeprUecKoro 3peHnst 000X 71a3 B npezenax Hop-
Mbl. [0 aHHBIM KOMIIbIOTEPHOI CTaTMUYECKOW MepuMeTpun
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Mpas.blii / Right 29,0
2002

Jlesblii / Left 22,0

Mpasblii / Right 33,0
2011

JleBbli / Left 31,0

Mpasbiii / Right 23,0
2017

Jleblit / Left 24,0

Mpasblii / Right 14,0
2022

JNesbi / Left 15,0

Ta6nuua. NokasaTtenu rugpoavHaMMKIL Mo pesynsTatam anekTpoToHorpadmm (2002— 2022 rr.)
Table. Parameters of hydrodynamics based on electrotonography (2002—-2022)

Toxorpachuyeckue nokaszartenu / Tonographic parameters

C, MM/muH Ha 1 MM pT. CT. F, mm3/mun Koaghghnynent bexkepa
C, mm¥min per 1 mm Hg F, mm%min Becker coefficient

0,05 0,95 580,0

0,13 0,60 196,2

0,08 1,84 412,0

0,07 1,47 4430

0,07 1,15 328,6

0,06 1,24 400,0

0,12 1,25 117,0

0,13 1,32 1154

B BepXHe-Ha3aJIbHOM KBaApaHTE M0JIsl 3peHHsl MPaBoro riasa
OTHOCHTEJIbHAsi CKOTOMA OOJIbIIMX pa3MepoB; B TMOJIE 3peHHs]
JIEBOTO I71a3a MATOJIOTMUECKUX U3MEHEHUI He BbISIBJIEHO.

Ha ocHoBaHuM pesysbraToB 00CI€N0BaHMs AUArHOCTUPO-
BaHa OTKpbITOYyrospHas 2C rmaykoMa, NpOCTOiH MUOMUYECKHUI
acTUrMaTH3M NPaBOro I71a3a; OTKpbITOyrosbHas 1A rimaykoma
JIEBOTO I71a3a. PEKOMEHI0BAaHO OnepaTHBHOE JIeUeHHe [T1ayKo-
MBI [1PaBOTO I71a3a.

Bropoit Busut B KKOKB 6611 8 2011 1. (Ha paHee pekOMeH-
DOBaHHYIO ONepaLMIO MaLyeHTKa He SIBUIAch, Y OKYJIHCTA pe-
TyJISpHO He Haboanach, NeprofMYecky UCMoIb30Baa ras-
Hble Kar TuMosona maneata 0,5%). [lpu ocmotpe skano6
He TpenbsBiIsa, JIOKAJbHBIA CTAaTyC W COCTOSHUE OCTPOTbI
3penust npeskHye. COrnacHo JaHHBIM KOMIbIOTEPHO! CTaTH-
YeCKOJ1 eprMeTPUH NPOU30LLIIO YBENUUY€EHHe CTereHN fAedek-
Ta B 110J1e 3pPEHHsI NTPABOTro I71a3a, NMOSIBUIINCh OTHOCHTEJbHbIE
IedekTbl B noJsie 3peHus JIeBoro rnasa. CoxpaHsMch HU3KMe
3HaueHMs1 KO3Q¢ULMEeHTa JIeTKOCTM OTTOKA BHYTPUITIA3-
HO¥ JKUIKOCTH Y NOBbILIEHHbIE 3Ha4eHUsl Koo duuyeHTa bek-
Kepa. [Ipu 3TOM Ha JIeBOM I1a3y HapylleHHe TMIPOAMHAMUKY
crano 6osee BblpakeHHbIM (CM. Tabuiy.). OT MOBTOPHO Mpen-
JIOKEHHOTO XMPYPIUUecKoro JleueHusl NaLyeHTKa 0TKa3asach.
K neuenuto no6asnenbl nHcTHIsUMK nataHonpocra 0,005%.
Ha crenyoLMii Ha3HaueHHbIHM MpUeM NMalyMeHTKa He NpUILLIa.

Tperuit Busut k odpranbmonory KKOKbB cocrosincsi B 2017 1.
’Kano6 He mpenbsiBisina, cOOOLMNA, YTO JIEUNTCS IMU30AU-
yecky, He HaOmopaercs. B xone Gecenpl oOpatiiano Ha cebst
BHUMAaHME CHMKEHMe CJIyXa, a Takke COCTOsIHME 3Udopuu,
HeasleKBaTHOE OTHOLLIEHNE K CBOEMY COCTOSIHMIO — OTpHLA-
Hie 60JIE3HH, YTO HE MCKITIOYAsIo HaluuKe CHXOHEBPOJIOrnye-
CKOM CUMITOMAaTHKHU.

Ocrpora 3penus OD 0,2 He xopp., octpora 3penus OS 0,4
HE KOpp., Cy’KeHHe IPaHML| M0JIst 3peHnst 0OOMX I71a3 B BEPX-
HEe-HOCOBbIX KBazpaHTax, cymmapHo Ha 50-60°, BI'l o6o-
VIX I71a3 Ha ypOBHE 25—27 MM PT. CT., COXPaHsUIMCb ITMIPOMHA-
MHUECKH1e U3MeHEeHHs (CM. TabmuLy).

Ipu ocMoTpe: ckiepbl 060MX a3 roayooro LBeTa, onpe-
ZieTisieTcsl IBYCTOPOHHUM MPUIO- U (aKoIOHe3, OCTalbHble
u3MeHeHus npexkHue. Ha rmasiom nHe o6oux rnas J3H c uer-
KUMM TpaHuLamy, cepblit, skckaBauust go 0,8 . [lo man-
HbIM TOHMOCKOIMKM OIPENeNSUIOCh YCHJIEHWEe MUrMeHTaluu
30HBI KOpHEOCKJepanbHOi Tpabekybl. LITP Ha oboux rnasax

401 mkmM. [epenHe-3anHuii pasmep MpaBoro rasHoro s16J10-
Ka — 26,32 MM, JIEBOTO I71a3HOro s16710Ka — 25,87 MM.

Ha Bonpoc o HanuumK nepenoMoB B I€TCTBe OTBETUJIA MO-
JIOKUTENBbHO: 6 CTy4aeB MepesloMOB KOCTel HIKHUX KOHEUHO-
creii B Bogpacre 10 10 net. OTMeuana MHOXKeCTBEHHbIe Nepe-
JIOMbI ¥ TYTOYXOCTb y 3 4JIEHOB CEMbM U3 3 TIOKOJIEHUIA.

M3noxeHHoe MO3BOJIUJIO 3aMONO3PUTb HaMMuMe Haciel-
crBeHHoil matonorun CT, B CBSI3M C 4eM pEKOMEHAOBAHO
o0crenoBaHne KOCTHOM CHCTEMBI, MOJIEKYIISIPHO-TeHeTHYe-
CKOe TeCTMPOBaHWE, KOHCYJbTalMM CypAOJIOora, HeBpOoJIora,
a TaKkske r’MIOTEH3MBHOE XUPYPruuecKoe JiedeHue npasoro Iia-
3a, OT KOTOPbIX NaLMeHTKa KaTeropuiyecky 0TKas3anach.

B nocnenytotye 2 rona HabIOAEHNST MECTHAS TUTIOTEH3MB-
Has Tepanusi OPUrMHaIbHOM (PUKCUPOBAHHON KOMOMHaLMe
(®K) 6umaronpocra 0,3% 1 Tumosnona 0,5% nosgossiia coxpa-
HATDb LiesieBoit yposeHb BI'Jl, nocne uero passunach ero croii-
Kasi CyOKOMIIeHcallKs, B CBSI3W C 4eM Oblia IPOBeZieHa ABYCTO-
POHHSIs CEeNIEKTMBHAs! JIa3epHast TpabeKyJIoNIacThKa.

B Hacrosiee Bpemst Ha ¢one ucronb3oBanust K Guma-
tonpocra 0,3% u tumonona 0,5% 3HaueHus] TOHOMeTpuue-
ckoro BI'Jl Ha o6oux rmasax He mpeBbiaroT 17—18 MM pT. CT.
Ormeuaercs paciuvpenne skckaBauuu I3H Ha oGoux rnasax
10 0,9. Ilo naHHbIM CTaTHUECKOI KOMIbIOTEPHOI epUMeTprUn
B 2019T. cpenHee OTKJIOHEHME CYMMAapHOM CBETOBOi YyB-
creurensHocT (MD) npaBoro rnasa -7,26 dB, nesoro rnaza —
-7,45 dB, B 2022r. — -7,93 dB u -5,45 dB cooTBeTcTBEHHO.
Mupexcel PSD npasoro/nesoro rmasa — 6,87 dB u 7,72 dB
B2019r.,7,27dBu 6,19 dBB 2022 T.

Bmecre ¢ Tem, Mo maHHbIM JMTEpaTypbl, PU 3TOM Maro-
norui Haubornee LienecooOpasHO MpOBeIeHHe XUpypruue-
CKMX TMMOTEH3MBHbIX BMellatesbcTB. D. Laroche et al. [49]
coobwarTt o 57-nerneii nauyuentke ¢ HO w TOVI, uncrun-
JIMpOBaBLUel C TMIOTEH3UBHON Liesblo 6 mpenapatoB. Heno-
cTaTo4yHO cHuKeHHoe BIJl (26 MM pr. cT.) mo6ynuno aBTopoB
K MPOBEIeH1I0 KOMOMHUPOBAHHON FOHMOTOMMH C Jie3BHeM Ka-
XyKa 1 pOPMHUPOBAHMIO XUPYPrMUECKOro MyTH OTTOKA BHYTPU-
I7Ia3HOM >KUAKOCTH U3 3aJIHEM KaMepbl B CynpaxoprounaaibHOe
MPOCTPAHCTBO, UTO MPHUBENO K cHWkeHHto BI'Jl 1o 13 MM pT. cT.
yepes nmosrozia HabJMoeH!s], @ KOJIMYECTBO MHCTUIITIMPYEMBbIX
CpencTB yMeHbLIMIOCh ¢ 6 10 3. [lo MHeHuIo psifa uccnenosa-
TeJiel, NPYU AaHHOM MaTOJIOTMKU OIepaTMBHOE BMELIATEeIbCTBO
MOMHUMO TOHMOTOMHMM MOKET BKIIIOYAThb TPAOEKYIOTOMHIO,
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KAMHMYeCKag NpakTuKa

TpabeKyIKTOMMIO WM MMIUIAHTALMIO TPYOHBIX LIYHTOB [37,
49, 50]. C yuerom Hanmumst y NaLMEHTKHU YJIbTPaTOHKUX POro-
BHL|, CUCTEMHOIi TMIIOTOHUH, 00YCIIOBJIMBAIOLIEH HU3KME 3Ha-
4eHus LiesnieBoro BI'll, HeOMHOKPATHBIX OTKA30B OT TMIIOTEH3UB-
HOI1 OrepaLyy Ha HACTOSIILEM 3Tare HaGMIoIeH!sT K JIeUeHUIO
no6aByeHbl MHCTUIUISLMM CEIEKTUBHOTO Ct,-afpeHOMUMETH-
Ka OpumonuaurHa 0,15%, 4TO B JasbHelillleM He MCKIoYaeT
TNpOBeZleHNs] XUPYPrUuecKoro JjleueHusl, Tak Kak Jaske MHTeH-
CHMBHasl MeCTHasl TMIIOTEeH3MBHAs Tepanus pU paccMaTprBae-
MO¥ MaToJIorHK MOXKeT ObITb HeaddeKTHBHOI [49].

3AKJIIOYEHUE

HecmoTpst Ha TO, UTO KIMHMYECKasi KAPTUHA HACTIENCTBEH-
HbIX cHcTeMHbIX nopakeHuit CT, B TOM uuciie CHHApPOMa «T0-
NyObIX CKJep», AOCTATOYHO XOPOLIO OMMCaHa B JIMTEpATYype,
Bpa4y-0(TanbMOJIOT, BCTPETMBLINCb B CBOEH KJIMHUYECKO
MPaKTHKe C PEeNKMMM CUMITOMAaMH, MarO3HaKOMbIMU TO-
HATUAMY, MOKET IMOTepsATb HEONpaBJAaHHO MHOIO0 BpPEMEHU
Ha yCTaHOBJIEHWE [1arHo3a. 3aTpyAHsTb JUarHOCTUKY MOXET
BbISIBJIEHWE HOBbIX CUHIPOMAJIbHBIX [J1a3HbIX MPOSIBIIEHUIA
1 3a00sieBaHMii, PAa3BUBAIOIIMXCS HA (OHE AMCIUIACTUYECKUX
MPOLECCOB, pacrno3HaBaHWe BENYLIMX KIMHUYECKMX MpHU3Ha-
KOB 60J1€3HM BO B3POCJIOM COCTOSIHUM BBUIY MX MO3ZHETO Ma-
HUpECTUPOBAHMSL.

Hapneemcs, uto npencrabnenHas vHopMaLms pacliMpuUT
NpencTaBleHne O CHHAPOME <«TOJyOblX CKJIep», MOMOXET
CBOEBPEMEHHOM NMAarHOCTMKe M BbIOOPY afieKBAaTHOM TaK-
TUKW BeJleHMs MalMeHTOB C JaHHOI HAaceqCTBEHHOM MarTo-
norueit CT, B TOM uKcle C NpUBJIeYeHHEM Bpaveil Jpyrux
CrieLiMaabHOCTeN.
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