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Ponb nnasMuHOreHa u ypoKuMHasHoro aktusaropa
NNasMUHOreHa B TEYEHUU IHAOreHHbIX YBEUTOB
y AeTeM

JI.A. Katapruna, H.b. YecHokosa, E.B. [lenncosa, M.A. Xpabposa, 0.B. be3Hoc

HMWLL rnasHbix 6onesHen uM. FenbMronbua, MockBa, Poccuiickas ®epepauus

AHHOTAUNA

Lles. Onpepenenne copepxaHns NiasMUHOTEHa U YPOKWHA3HOIO aKTUBATopa Naa3MUHOreHa B CIE3HOM KUAKOCTU U Cbl-
BOPOTKE KPOBU, a TaKKe BbIIBNIEHME KOPPENIALMIA U3YUEHHbIX NMOKa3aTesel C KIIMHUYECKON KapTHOM yBeuTa.

Mamepuan u Memodel. 06cnenoBaHo 74 naumenTta (133 rnasa) ¢ yeeutoM B Bo3pacTe oT 3 o 17 net (B cpeaHeM
10,45+3,35 ropa). ComepxaHue YpOKMHa3HOro aKTMBaTopa nnasmuHoreHa (YIA) uccneposaHo B 188 npobax cnésHom ua-
KocTu, 22 npobax cblBOPOTKM KpoBu. B anHamuke YIA B cnésHoi xuaKocTu uccnenosaH y 28 naumentos (51 rnas). Copep-
)aHue nnasMuUHoreHa uccnefosaHo B 86 npobax cnésHoii xuaKkoct, 34 npobax CbIBOPOTKM KpoBU. B aMHaMuKke nnasmmuHo-
reH UCCNeAoBaH B CNE3HOM XMUAKoCTU y 5 naumeHTos (9 rnas). KoHuentpaumio YITA 1 nnasmuHoreHa onpefensnm MeTogoMm
MMMYHO(EpPMEHTHOTO aHanM3a ¢ noMollbio Habopo «ELISA kit for plasminogen activator, urokinase (UPA)/ ELISA Kit for
Plasminogen”, Cloud-Clone Corp, CLLA).

Pe3ynemamel. B cné3Homn XMUAKOCTU LETEN C YBEUTOM BbISIBIEHO YBenndyeHne cogepxanusa YIA npu ycuneHun aktme-
Hoctu Bocnanenus (p=0,04). OTMeyeHo HapacTaHue copepanus YITA B CNE3HOW KWUOKOCTU C YBENIMYEHUEM CTEMEHW MPO-
mdepaTuBHbIX n3MeHeHuit (p=0,04). Yepes 1-2 Mecsiua nocsie onepaTMBHOTO BMELLIATENbCTBA BLIAB/IEHO YBESIMYEHUE CO-
Aepxanus YIA v nnasmuHoreHa B cnésHon xuaKocTy. 0TMeyeHo HapacTaHue cogepxanus YIA (p=0,0001) u nnasmuHoreHa
(p=0,009) B CNE3HOM XKMAKOCTM U NNA3MMHOTEHA B CbIBOPOTKe KpoBw (p=0,09) c Bo3pacToM.

3aknoyenue. BoisiBNeHo J0CTOBEPHOE YBENMYEHNE COLLEPKAHUS YPOKMHA3HOTO aKTUBaTopa nnasMuHoreHa YIA B cnés-
HOM KWIKOCTW NPU aKTUBHOM YBEUTE B CpPaBHEHWW C HeaKTUBHbIM. OTMeueHo HapacTaHue copepxanus YA B cnésHoii
UAKOCTU C YBEJIMYEHUEM CTENEHU NPONUGEPATUBHBIX U3MEHEHWUH, YTO OTPAXKAET TSXKECTb TEUYEHUS YBEUTA. YCTaHOBEHO
HapacTaHue cogepxanua YA u nnasmuHoreHa B CNE3HOW KMOKOCTM U Na3MUHOTEHa B CbIBOPOTKE KPOBM C BO3PacTOM.
BoisieneH poct YINA v nnasmuHoreHa B TeueHue 1-2 MecsiLeB nocne onepaTMBHOTO BMeELLATENbCTBA W BO3BpALLEHWe K [0-
0nepaLMoHHbIM 3HaUeHUsIM 0BouX MoKasaTeneil Ha 3-1 MecsAl, NMoCcNeonepaLMoHHOro NepuoAaa, YTo OTpaXKaeT HOpMalbHoe
TeYeHMe NpoLecca 3aXuBEHUS pPaHbl.

KnioueBble cnosa: YBEUT; NJIa3MUHOTEH; ypOKVIH&BHbIVI aKTUBATOpP NNasMUHOreHa; LeTu; CNé3Hast XXMAKOCTb; CbIBOPOTKa
KpoBu; BuoxuMmyecKoe UccnenoBaHue.
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The role of plasminogen and urokinase activator
of plasminogen in the treatment of endogenous
uveitis in children

Lyudmila A. Katargina, Natalya B. Chesnokova, Ekaterina V. Denisova,
Marya A. Khrabrova, Olga V. Beznos

Helmholtz National Medical Research Center of Eye Diseases, Moscow, Russian Federation

ABSTRACT

AIM: To determine the content of plasminogen and urokinase activator of plasminogen in tears and blood serum and to
identify correlations between the studied parameters and the clinical picture of uveitis.

MATERIAL AND METHODS: One hundred thirty-three eyes with uveitis were examined in 74 patients aged 3 to 17 yr
(average 10.45+3.35 yr). The content of the urokinase activator of plasminogen (UPA) was studied in 188 tear samples and
22 blood serum samples. The dynamics of UPA in tears were studied in 28 patients (51 eyes). The plasminogen content of 86
tear samples and 34 blood serum samples was studied. The dynamics of plasminogen in tears were studied in five patients
(nine eyes). The concentrations of UPA and plasminogen were measured using the ELISA method and the kits “ELISA kit for
plasminogen activator, urokinase (UPA)/ELISA Kit for Plasminogen”, Cloud-Clone Corp., USA).

RESULTS: An increase in the content of UPA in the tears of children with uveitis was associated with higher inflammatory
activity (p=0.04). An increase in the content of UPA in tears was associated with an increase in the degree of proliferative
changes (p=0.04). An increase in the content of UPA and plasminogen in tears was found 1-2 months after surgery. There was
an increase in the content of UPA (p=0.0001) and plasminogen in tears (p=0.009) and blood serum (p=0.09) with age.

CONCLUSION: The content of UPA in tears increased significantly when severe uveitis was compared with inactive uveitis.
An increase in the content of UPA in tears was associated with an increase in the degree of proliferative changes, which
reflects the severity of the uveitis course. The content of UPA and plasminogen in tears and blood serum increased with age. An
increase in UPA and plasminogen was observed within 1-2 months after surgery, with both returning to preoperative values by
the third month of the postoperative period, which reflects the normal course of the wound healing process.

Keywords: biochemical study; blood serum; children; plasminogen; tears; urokinase plasminogen activator; uveitis.
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OPUTHAJTBHBIE VICCTIE IOBAHNA

BBEJEHUE

JHAOrEHHblE YBEUTbI SBASKOTCA TSIKEMbIMM BOCMaU-
TeNbHbIMM 3ab0NeBaHMAMM N1a3a, 4acTo NpUBOLALLMMU
K HapyLUeHM0 3peHus W uHBanuamsaumv [1-4]. [na pas-
paboTKU MEeTOJ0B NPOrHO3MPOBaHUSA U JIEYEHWUS! SHLOrEH-
HbIX YBEUTOB HEe0OXOAMMa KOMMEKCHas OLeHKa (aKTopoB
BocnaneHus. PaHee Hamu Obina MoKasaHa Ba)KHas pofib
anbda-2-makpornobynuHa (A2-MI) u MaTpuKcHoM MeTanso-
npoTenHasbl-9 (MMI1-9) B natoreHe3e yBeuToB y AeTen [5, 6].

B paHHOW cTaTbe Mbl paccMOTPUM pofib MAa3MUHOTEHa
M YPOKWHA3HOro aKTMBaTopa niasmuHoreHa (YI1A) Bo BHyTpu-
[N1a3HOM BOCManMTENbHOM NpoLecce. [1nasMuHoreH sBnseTcs
npodepMeHTOM, KOTOpbIA NMOA AE/ACTBUEM NPOTEOIUTUYECKONO
dhepmeHTa YINA npeBpalLaeTcs B nna3mMuH. [11a3MUHOMEH CUH-
Te3upyeTcs B NeYeHM 1 0BHapYKUBAETCS B CIIE3HON KUAKOCTU.
Ero ocHoBHo m3nonornyeckoit hyHKLWENR ABNSETCA yHacTue
B ferpafaumv ¢ubpuHa, 3aXKUBNEHUN paH, MUTPaLIMK KIETOK,
(hopMMpoBaHMM TKaHeR, aHr1o- 1 aMbpuoreHese [7, 8].

YMNA cuHTe3upyeTca neiKouMTamMu, 3HAOTENNANbHBIMMU
W rNajKOMBILLEYHBIMW KNIETKaMU COCYAO0B, 3MUTeNUanbHbI-
MU KneTKamu, GrubpobnactamMu, MoHoLMTaMu/Makpodaramu,
a TaKKe KJIeTKaMM 3/10Ka4eCTBeHHbIX onyxonen [9]. Ypoku-
Ha3HbIi aKTMBATOP MNIa3MUHOreHa ABNAETCA NOAMGBYHKLMO-
HanbHOW cuUCTeMoON brarofaps cnocobHOCTM aKTMBMPOBATb
W PerynnpoBaTh LUMPOKUIA KPYr NPOTEONMTUYECKUX (epMeH-
T0B (aKTmBaLMs npodepMeHTOB MNasMMHOTEHA, MeTanmo-
npoTenHas u ap.). KpoMe Toro, YIA yyacTByeT B perynsumu
Lenoro psga GU3MONOrMYecKMUX U NaToNorMYeckux npoLec-
COB, TaKWUX KaK WHBa3WsA, MeTacTasvpoBaHue, nponndepa-
UM, anonTo3, pocT U noaBuxHOCTb KieTok [10]. YA usse-
CTeH KaK KaTtanusatop ¢pubpuHONM3a, TaKKe ero [eicTue
M3y4eHO B MaTOreHe3e OMyxoseid, peanuTeNin3anmm poroBuLbl
[11-171.

Ponb YINA v nna3muHoreHa B matoreHese yBeuTa Maso
n3yyeHa. TaK, B IKCMEPUMEHTANbHOM MCC/eJ0BaHUM Ha KOLLI-
Kax BbISIBJIEHO, YTO XPOHUYECKWUI YBEWUT COMPOBOXKIAETCS
CHVWXEHWEM YPOBHS aKTMUBATOpPa Myla3MUHOTEHA B BOASAHMU-
ctoin Bnare [18]. Pabot no usyuenunto YA n nnasmuHoreHa
B KJIMHWKE HaMK He 0bHapYKeHo.

Lenb. Onpenenexne cofepxaHus niaa3MUHOreHa u ypo-
KMHA3HOro aKTMBaTopa Nnia3MUHOreHa B CAE3HOM KUOKOCTH
1 B CbIBOPOTKE KPOBU, @ TaKKe BbISIBNIEHWE KOPPENsALWM n3y-
YeHHbIX MOKa3aTenen ¢ KIIMHUYECKOW KapTUHOW yBeuTa.

MATEPWUANT U METObI

ObcnepoBaHo 74 naumenta ¢ yBeutoM (133 60MbHbIX
rnas), B ToM uncnie 35 ManbumkoB U 39 [eBOYEK B BO3pacTe
ot 3 po 17 net (B cpepgHem 10,45+3,35 ropa). U3 Hux co-
nepxanue YMNA onpegenvnmn y 66 naumentoB B 121 rnasy
C YBEMTOM, COLlepaHue Mnna3MuHoreHa — y 53 naumeHToB
B 95 rnasax c yBeuToMm.

[lnarHo3 6bin 0CHOBaH Ha AaHHbIX aHaMHe3a, odTanbMo-
NOTUYECKOT0 M COMAaTUYECKOro 0bcneaoBaHuiA. [Ins oueHKM
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NOKanM3aLmMm M aKTMBHOCTM BOCMaNMTENBHOMO NpoLiecca uc-
nosib30BannCb KpuTepuu, paspaboTaHHble MexayHapoLHOM
rpynmnoi no usyyeHuto yeeutos [19].

lepeaHuin yBeWUT AMArHOCTUPOBaH y 27 mauueHToB, ne-
pudepuyeckuit — y 31, naHyBeut — y 16 nauWeHTOB.
Y 16 peteit yBeuT Bbln aCCOLMMPOBAH C OBEHWUNbHBIM MOM-
onatuyeckum aptputom (KONA), y 3 aeTet bbina onpeaeneHa
repnecsupycHas 3T1onorus, ewwé y 3 6onbHbIX yBeuT bbin ac-
couumpoBaH ¢ HLA-B27, a y ogHoro pebéHka — ¢ 6one3Hbto
O®orta-KosHarn-Xapaga. Y 51 naumenta 6onesHb Hocuna
MIAMONATUYECKUIA XapaKTep.

Ha MoMeHT nepBuyHoro obcnefjoBaHNs HeaKTUBHBIN yBe-
WUT 1 MeJMKaMEeHTO3Has peMuccus oTMevanuck B 40 rnasax,
cybaKTBHOE/BANOTEKYLLEE BOCManeHe — B 56 rnasax, ak-
TMBHOE/000CTpeHne — B 37 rnasax.

OueHKa BblpaXeHHOCTU nponudepaTMBHOTO CUHAPO-
Ma OCYyLLeCTBANach MO KnaccuduKaumu, npepsioKeHHom
B HMULL rnasHbix 6onesteit um. lenbmronbua [20]. Mpo-
nudepaTMBHbIE M3MEHEHWSI MepBOM CTENeHU BbISBAEHbI
B 38 rnasax, BTopon cTeneHn — B 49 rnasax, TpeTbeii cTe-
neHn — B 21 rnasy, oTcyTcTBME NpOAMbEpPaTUBHBIX OCIOK-
HEHMI1 0TMeYEHO B 25 rnasax.

Bce maumeHTbl nony4anu NpoTMBOBOCMANMTENbBHYIO Te-
panuio B 3aBUCMMOCTW OT aKTMBHOCTW U TSKECTW BOCMasu-
TeNbHOro npowecca B Buae MHcTUAAsLMiA (100% nauueHTos),
CMCTEMHOIO MpPUMEHEHUA TTIOKOKOPTUKOCTepouaoB (2,7%
MaLMeHTOB), MMMYHOCYMPECCUBHLIX NpenapaTtoB (43,2% na-
LIMEHTOB).

Copepxanue YIA nccneposaHo B 188 npobax cnésHoid
XMIOKOCTU M 22 npobax cbiBOPOTKM KpoBu. B auHamuke YA
B CNE3HOW MUAKOCTU UccneaoBaH y 28 naumenTos (51 rnas).
CopnepxkaHue nnasMuHoreHa uccnefoBaHo B 86 npobax cnés-
HOW XuAKocTu 1 34 npobax cbIBOPOTKM KpoBu. B anHamuke
CcoflepXKaHue NnasMMHOreHa UCCnef0BaHo B CIIE3HOW KUAKO-
cT1 y 5 naumenTos (9 rnas).

CnésHyto uaKocTb 3abupany 13 0bomx rnas ¢ NoMoLLbH
MONOCOK CTEpUNbHOW (UILTPOBaNbHOW Bymaru LUMpUHOM
5 MM, KoTopble 3aKNafblBanu 3a HUXHEE BEKO Ha 5 MUHYT.
MuHMMYM 33 8 YacoB [0 B3ATUA CNiesbl MALMEHTbl He 3a-
KanblBanu feKapcTBeHHble npenapartbl. [ns onpepenexus
cofepxanus YMNA u nnasmuHoreHa B CbIBOPOTKE KPOBYW UC-
nosib30Baju KPOBb, B3ATYI0 A5 HMOXMMWUYECKOrO aHanm3a,
BXOZAALLEro B CTaHAApT 06cnefoBaHus.

KoHueHTtpaumio YA 1 nna3muHoreHa onpegensim Me-
TOLOM MMMYHO(EPMEHTHOIO aHanM3a C MoMoLLblo Habopos
«ELISA kit for plasminogen activator, urokinase (UPA)/ ELISA
Kit for Plasminogen”, Cloud-Clone Corp, CLLA). ConepaHue
YNA Bbipa)anu B nr/Mn, NNasMMHOreHa — B HI/MJ.

Cramuctyeckan 0bpaboTka npoBefeHa C NOMOLLbIO NaKeTa
nporpamMm Analysis ToolPak MS Excel, Statistica. Mpu ctatu-
CTUYECKOM aHanu3e MpoBepKa HOPManbHOCTU pacnpefeneHus
MpU3HaKOB MPOBOAMUNACH C UCMONb30BaHWeM Kputepues Kon-
moropoBa-CmupHoBa v LLlannpo-Yunka. Mpu HopManbHoM pac-
npejeneHnt NoKasateneid pesynbTathl NpeaCcTaBieHbl B Cre-
LyloLieM Bupe: cpefiHee apudmeTnyeckoe (M)tcTaHaapTHoe
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KBaApaTU4ecKoe OTKIIoHeHMe (), MY HEHOpMarbHOM pacrpe-
LeNeHnn NnoKasatenen — MeguaHa (Me), nepBblid KBapTWIIb
(Q,); Tpetin kBapTUnb (Q,). MapHoe MexrpynnoBoe cpaBHe-
HWe Npy HOpPManbHOM pacnpejenieHun NoKasatesnen npous-
Boaunock no t-tecty CTblogeHTa, NpU HEHOpPManbHOM pac-
npesfeneHun — c ucnonb3oBaHueM U-Tecta MaHHa-YutHu.
Mpu cpaBHeHUM bonee AByX BbIDOPOK MpU HOpPMaibHOM pac-
NpesLeneHnn noKasateniel UCMoNb30BasNCcs LUCTEPCUOHHBIN
aHanu3 «ANOVA», npu HeHOpManbHOM pacnpefenieHun —
LVICNIEPCMOHHBIN aHanm3 Kpyckana-Yonnuca. 3a KpUtudeckui
YPOBEHb 3HAYMMOCTH MpUHATO 3HayeHue p <0,05. Koppensum-
OHHbI/ @HaNM3 NpY HOPMabHOM pacnpeieNieHy NMoKasaTeseil
MPOBOAMACA C UCMONb30BaHUEM Ko3hdULMEHTa KoppensaLmum
l1pcoHa, NpY HEHOpPMabHOM — C WUCMOMb30BaHWEM KO3G-
duumenTa Koppensumm Cnvpmena.

PE3YJIbTATbI

Conepxanue YMNA B cnésHoi xuakoctu B 188 npobax
BapbMpOBano B LUMpoKKX nepegenax ot 0 go 1097,5 nr/mn
u coctaBuno Me=57,06 (26,58; 128,56) nr/mn.

B 4 npobax cne3Hoi XUAKoCTM LeTeii C yBeUToM Oblin Bbl-
SIBIEHbI NOKA3aTes, CyLLECTBEHHO BbILENALLMECH U3 0bLLel
Bblbopku (o1 606,80 no 1097,5 nr/mn), yto coctaBuno 2,12%
oT obuero Konmyectsa npob. AHanM3 noKasasn, YTo BbiCOKWE
MnoKasaTe/iM y ABOMX NaLMEHTOB, BEPOATHO, Bblin CBA3aHHI
C BOCManuTeNbHOW peaKkumeil rasa B MocieonepauoHHOM
nepuoge (1 Mecsil), y 0CTanbHbIX NaLMEHTOB — C BbIPaXeH-
HbIM BOCMNasieH1eM B NepesHeM U/UnK 3afiHeM OTpe3Kax nasa.

B 12 npobax u3 obLwen Bbibopku, T.e. B 6,38% npab,
OblNM BbILENEHbl OTAMYMTENBHO HU3KME MOKa3aTenmu (Huxe
9,60 nr/mn). NHamBuEoyanbHbIA aHanus nokasan, 4to BO BCEX
cnyyasx He 6bino BbISBNEHO aKTUBHOCTU BOCMAsIEHNS U Bbl-
PaX<eHHbIX MPOSMEepaTMBHBLIX U3MEHEHWIA.

BoisBneHo HapacTaHue MepauaHHoro 3HaveHus YA
B CE3HOM XWAKOCTW C BO3pacToM. Tak B rpynne pne-
Ten 3-6 net copepxanue YIA BapbupoBano ot 0,20 go
98,20 nr/mMn (Me=20,58; 10,55; 40,17, nr/mn), y neTeii
cTapwe 6 net — ot 0 go 1097,5 nr/mMn (Me=62,50; 30,30;
158,55, nr/mn), p=0,0001 (tabn. 1).

[inga vcknioyeHns BAMAHWA Bo3pacTa W BBUAY HebosbLLIOro
KONMyecTBa naumeHToB Miafuwe 6 net (18 rnas) ganbHenwwmii
aHanv3 nNpoBefiEH B BO3pacTHOI NOArpynne crapLue 6 feT.

[lucnepcroHHbIN aHanu3 NoKasan TeHLEeHLMI0 K HapacTa-
HUt0 cogepxaHusa YA B CNE3HOI KMUAKOCTU C YBESIMYEHNEM
aKTMBHOCTM yBeuTa (Tabn.1, puc. 1). MapHbIA MeXrpynnoBon
aHanM3 Mex/y HeaKTUBHOW M aKTMBHOM CTafMAMW BbISBUN
LO0CTOBEPHOE Pa3nuuue B BUAE YBEAWYEHWUS COAEpHKaHWA
YMNA c ycunenueM aktueHocTu Bocnanenus (p=0,04), B cBs-
31 ¢ 4yeM YINA MOXHO MCMoNb30BaTh KaK KpUTEpUAsbHBIN
noKasaTeflb aKTMBHOCTW yBewTa. Tak, npu 3HauveHumn YIA
PaBHOM WM MeHee 46,5 Nr/Mn BocnanuTeNbHbLIA NpoLecc
MOXHO OLEHMBATb KaK HEaKTUBHbIW WM PEMUCCUIO, NpH
46,6—80,6 nr/Mn — KaK CybaKTUBHbIA UMW BANOTEKYLLNN,
Bbilwe 80,7 nr/MN — KaK aKTUBHbIN.
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BbisiBNIEHO CTaTUCTUYECKM LOCTOBEPHOE HapacTaHWe Co-
aepxanue YIA B CNE3HOW XMAKOCTU MO Mepe YBEUYeHUs
cTeneHn NponmdepaTUBHbIX U3MEHEHUH, YTO MOXET YKa3bl-
BaTb Ha TAXeCTb TeyeHus yenta (p=0,04) (tabn. 1, puc. 2).

[ins oueHKM BAMSHWA BbleneHHbIX (haKTopoB (aKTMB-
HOCTb BOCMANIUTESIBHOTO NpoLecca U cTeneHb nponudepawmm)
ApYr Ha apyra 6bin NpoBefEH ABYX(aKTOPHbLIN aHanu3, KOTo-
pblii NOATBEPANN UX HE3BUCUMOE BMSHME HA COLLEPXKaHWe
YA B cnésHoii xupKocTvt (puc. 3). 0TMeYeHo, 4To He3aBUCH-
MO OT CTeneHu NpoindepaTUBHLIX U3MEHEHWI HabnaaeTcs
yBenuyeHune cogepxanusa YIA B CE3HOM XMAKOCTU C POCTOM
aKTUBHOCTM BOCMA/IUTENIBHOMO MPOLIeCca, TaK W He3aBUCUMO
OT aKTUBHOCTM BOCMaJUTENTBHOMO MPOLiecca 0TMEYaeTcs pocT
copepxanus YIA ¢ yBenmyeHneM cTenenun nponudeparTms-
HbIX M3MEHEHMIA.

Paznuunii B copepxkanum YIA B cné3Hom KnMOKOCTH B 3a-
BWUCMMOCTM OT JIOKaNW3aLmm BoCManeHuMs BbISIBIEHO He bbino
(p>0,05).

[Ins OLEHKU BO3MOXKHOTO BAISIHWS XUPYPrYECKOM TPaBMbl
Ha cofepanue YA B CNE3HOM XKMAKOCTU BblAENEHa rpynna
MaLMeHTOB, KOTOPbIM ObIIO MPOBELEHO XMPYPrUYEcKoe BMe-
LUaTeNbCTBO B CBSA3W C Pa3BUTMEM MOCTYBEAsIbHbIX OCNOM-
HeHwi, B KoTopyto Bowm 28 peteit (30 rnas), npoonepupo-
BaHHbIX N0 NoBoAy KaTapakThbl (13 rnas), rnaykomsl (12 rnas),
(ubpo3a CTeKNOBUAHOMO TeNa/oTcroiku cetyatku (7 rnas).
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Puc. 1. CopepaHue ypoOKMHA3HOro aKTMBaTOpa Ma3MMHOreHa
B CJIE3HOM XKUAKOCTM NMPU Pas3fIMYHOI aKTUBHOCTM yBEUTA.
[lpumeqaHue: p — BOCTOBEPHOCTb Pa3NMuMii MEXAY HEaKTMBHOM
W aKTUBHOM cTeneHamu: * — p <0,05.

Fig. 1. The content of the urokinase activator of plasminogen in

tears with different inflammatory activity.
Note: p — differences are significant between inactive and severe
degrees: * — p <0,05.
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Tabnuua 1. CopepixaHne ypoKMHA3HOTO aKTMBATOPa Ma3MUHOTEHA B CIE3HOM KUAKOCTM NPY Pa3NNYHbIX aKTUBHOCTY, JIOKanM3aLmm Boc-
NanuTesbHOro NPpoLecca, cTeneHu npoaudepaLyi 1 Bo3pacTe NaLMeHToB

Table 1. The content of urokinase activator of plasminogen in tears at different activity, localization of the inflammatory process, degree of

proliferation and age of patients

XapakTepucTuKa nauueHToB

Copep:xaHue YpOKMHA3HOro aKTUBaTOpa NyiasMUHOreHa, nr/mn
The content of urokinase activator of plasminogen, pg/ml

Characteristics of patients MuH. Makc. | Meauana
N Min. Max. Median al a3
3-6 net/years old 18 0,20 98,20 20,58* 10,55 40,17
iggp;fg::“ rpynna 7-11 net/years old 9% 0 109750  63,95¢ 3006 173,23
12-18 net/years old 14 7,00 2011,00 62,50* 31,77 147,88
AHanus dng demeii cmapwe 6 nem
Analysis for children over 6 years old
HeakTuBHLI, peMmceus 58 0 64160 4650 2613 10030
Inactive
AKTMBHOCTb BoCnaneHus CybaKTUBHbIN/ BANOTEKYLLMN 83 0 1097.50 46,00 2983 159.30
Inflammatory activity Moderate
é"T”B“"'”/ oboctperue 29 750 201100 8064 44,20 187,80
evere
Repeﬁ.‘””“ 51 0 109750 6600 2490 189,53
nterior
Tlokanusaunn yseuta  MNepudpepuiectui 84 0 641,60 5306 2785 12845
Localization of uveitis Intermediate
gaHYBe_M_T 35 12,10 201100 73,23 47,10 159,07
anuveitis
0 43 0 388,80  46,40** 24,05 82,99
CreneHb nponudepaumm 1 49 0 362,00 64,49 28,70 115,20
Degree of proliferation 2 60 0 2011,00 66,45 30,40 184,25
3 18 0 1097,50 130,04*** 55,78 233,90

MpumeyaHue. N — KonnyecTBO NPob, MUH. — MUHUMaNbHOE 3HaYeHUe, MaKC. — MaKCcuMarbHoe 3HauyeHue, Q1 — nepBbli KBapTUIb,
Q3 — TpeTuii KBapTU/b. * — [OCTOBEPHO OTHOCUTENBHO BO3PACTHLIX rpynn 3—6 net u 7-18 net (p <0,001); ** — pocToBepHO

*kk

OTHOCUTENbHO HEaKTUBHOM W aKkTUBHOI cTeneHeii (p <0,05);
B rnasy (p <0,05).

— [0CTOBEPHO Nnpu yBeJsIn4eHUn CTeneHn ﬂpOﬂM¢)epaTMBHbIX M3MEHEHNN

Note. N — number of samples, min. — minimum value, max. — maximum value, Q1 — first quartile, @3 — third quartile.
* — differences are significant in age groups 3—6 years and 7-18 years (p <0,001); ** — differences are significant between inactive and

*k%k

severe degrees (p <0,05);

Y BCeX NaLWeHTOB NpOLIECC 3a)KUBMEHMS NpoTeKan 6e3 oco-
beHHocTel, He BblNo 0TMeyeHO M36bITOUHOMO pybLieBaHMS.
ConepskaHue YA B CNE3HOM MMAKOCTM B [OONepauu-
OHHOM Mepuofe COOTBETCTBOBANIO MeAWAHHOMY 3HAYEHMIO
npu yeeutax, T.e. ot 3,10 mo 386,50 nr/mn (Me=61,20;
24,80; 138,75 nr/mn), B TeueHne 1-2 Mecsua nocnie onepa-
TMBHOrO BMeLUATeNIbCTBA BbISIBIEH POCT cofepxanus YA
B CNésHon »wupKoctn ot 15,7 po 887,2 (Me=197,30; 67,22;
305,75 nr/mn), p=0,016. [anbHeiwunin aHanM3 mnokasan,
YTO K Hayany 3-ro Mecsua NocneonepalmoHHOro Mnepumo-
pa copepxanue YIA B CnE3HOM KMOKOCTW BO3BpaLLancA
K foonepauuoHHoMy (Me=57,05; 44,18; 67,23 nr/mn (puc. 4).
[nHamuka nsmeHenuns cogepxanus YIA cxogHa ¢ npegga-
pUTENBHO NPOBELEHHBIMU HAaMW UCCNEL0BaHUAMU N0 Onpe-
LENeHWU0 COAEpIKaHWA MaTPUKCHOW MeTannonpoTenHa-
3bl-9 (MMI1-9) B CNE3HOM XUAKOCTK, YTO CBUIETENCTBYET

DOl https://doi.org/10.17816/rpoj321468

— differences are significant with an increase in the degree of proliferative changes in the eye (p <0,05).

00 0/HOI HaNPaBNEHHOCTU U3MEHEHWUI M Y4aCTMM LUIMPOKOTO
Kpyra NpoTeosMTUHECKUX GEPMEHTOB B 3aXKUBNEHUN PaH.
Takum obpasoM, HaMM OTMeYeHO HapacTaHue Cpef-
Hero cogepxaHua YINA B Cné3HOM XMAKOCTU C Bo3pac-
ToM (p=0,0001). BbisBneHo yBenuyeHue copepaHus
YMA npu ycuneHuu aKTUBHOCTM YBeWTa, TaK HeaKTUBHas
W aKTMBHas CTajuM UMenu JocToBepHble pasnnuus (p=0,04),
YTO NpeLCTaBNSeT BO3MOXKHOCTb 1S ONPEeLeNeHns JaHHOro
noKasatens KaK KpuTepus BoCnaneHus 1, BO3MOXHO, CUrHa-
na ons yeuneHus UM HasHaueHus NPOTUBOBOCNANMTENbHOM
Tepanuu. Hapactanue copepxanue YA B cné3Hom xuaKoct
Mo Mepe YBeNIMYEHUs CTeneHu nponndepaTMBHBIX U3MeHe-
Hui (p=0,04) oTpaKaeT TsKECTb TeYeHUs yBeNTa, a pocT CO-
aepxanus YIA B cnésHoi xuakoctv B TedeHne 1-2 Mecsua
nocne onepaumm U fanbHeiLlee CHUXEHWE ero CoLlepIKaHus
XapaKTepu3yeT HOPMasibHbIi NPOLLECC 3aXMBIEHUS PaH.
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Puc. 2. CopepxaHue ypOKWHA3HOTO aKTMBaTopa Ma3MUHOTeHa
B C/IE3HOM XKMAKOCTU MPU Pa3fMYHON CTemeHn NpondepaTuBHbIX
OCTOXKHEHWN.

[lpumeyaHue: p — [OCTOBEPHOCTb Pa3fiNiNiA NPY YBEMYEHUM CTe-
neHu nponudepaTuBHbIX U3MeHeHui B rnasy (p <0,05).

Fig. 2. The content of the urokinase activator of plasminogen in
tears with varying degrees of proliferative complications.

Note: p — differences are significant with an increase in the degree
of proliferative changes in the eye (p <0,05).

Copepxanue YINA B cbiBopoTKe Kposy B 20 npobax Bapbm-
posano ot 118,58 no 1034,38 nr/mn 1 coctauno Me=255,10;
198,13; 351,93 nr/mn. 3aBucumocty copepanus YA B cbi-
BOPOTKE KPOBM OT aKTUBHOCTW, JIOKaNM3aLMM BOCMANEHUS,
CTeneHn nposmdepaTMBHLIX U3MEHEHUIA, BO3pacTa pebeHKa
W BAMSHWA OMEpPaTUBHOTO BMELLATeNbCTBA Ha MOKa3aTesn
BbIABNIEHO He bbino (p >0,05).

CopepaHue nnasMMHOTEHA B CHE3HOM KMIKOCTH
B 86 npobax BapbupoBano ot 0 go 27,05 Hr/Mn 1 cocTaBuio
Me=3,04; 1,54; 8,62 Hr/mn.

BbisiBneHa cTaTMCTUYECKM LOCTOBEPHAs CBA3b COEPKaHMS
MnasMUHOTEHa B CNE3HOM JKMAKOCTU C YBENNYEHUEM
Bo3pacta (p=0,009). OTMeueHo, YTO C yBENMYEHWEM BO3-
pacTa COAepxaHue MAasMMHOTeHa B CNE3HOM MKMAKOCTH
yBeMuMBaeTCs TaK e, Kak u YIA. Tak, conepyaHue nnas-
MWHOreHa B CNIE3HOM XUAKOCTU MexKay nepson (3—6 nert) ,
a TakeKe BTOpo# (7—11 neT) u BTOpOI M TpeTben (12—18 ne)
BO3pacTHbIMM NOArpynnaMu 0TNIMYaeTcs B Ba pasa (puc. 5).

[locToBepHbIX CBA3EM COAEPKaHWA N1a3MUHOrEHa B CIIE3HOM
YKMIKOCTM C aKTUBHOCTDHO, JIOKaNM3aLMelt YBEUTA, BbIPaXKEHHO-
CTbi0 NporMdepaTUBHBIX OC/OKHEHMIA BbIABNEHO He Obino.

[ng OUeHKM BO3MOXHOr0 BAMSHUS XMPYPrUYECKOro
BMeLLaTesbCTBa Ha cofepxaHue YIA B CNE3HON XKUAKOCTU
BblJle/IeHa rpynna, B KOTopylo Bownm 6 aeTen (7 rnas), npo-
onepypoBaHHbIX MO MOBOAY KaTapaKTbl, FayKoMbl, Gpubpo3a
CTEKJIOBULHOIO TENA W/WN OTCNIONKU CETHATKM.

DOl https://doi.org/10.17816/rpoj321468

Puc. 3. Cop,ep)KaHMe YPOKMHA3HOro aKtuBaTopa njia3MMHOreHa
B CNTE3HOM KMAKOCTM npun HE3aBMUCUMOM OLIEHKE aKTUBHOCTM BOC-
naneHna n ctenexHn I'IpOJ'IVIdJEpaTVIBHbIX OCJI0XKHEHMIA,

Fig. 3. The content of the urokinase activator of plasminogen
in tears with an independent assessment of the activity of
inflammation and the degree of proliferative complications.

700

§ —_
o= o E 600
CE2S
o T 5
T g.E
o X <& 500
Ty oOoa
I C = o>
$558

T
8§ 2< 400 5
>,Z""E

M b= 0 ®
Cucuos
$ SS9 300
© D =
X3E 2 X
o 282 200
g ®© 4, ©
o Q= =
CEFT

x> ©

©

o —
0

[o onepauum  1-2 Mec nocne 3 Mec nocne
Before surgery onepaumuu onepauuu
1-2 months 3 months

after surgery  after surgery
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Puc. 4. CopepxaHue YpOKMHA3HOTO aKTMBaTopa NiasMUHOreHa
B C/IE3HOM XMUAKOCTM [10 M NOC/e onepaLum.

[lpumeyaHue: p — [LOCTOBEPHOCTb pasnnumin copepxanusa YA
B CX B TeueHne 1-2 MecsiLeB nocnie onepaTUBHOIO BMeLLaTesb-
CTBa MO CpPaBHEHMIO C A00MepaLMOHHLIM ypoBHeM (p <0,05).

Fig. 4. The content of the urokinase activator of plasminogen in
tears before and after surgery.

Note: p — differences are significant of urokinase activator of
plasminogen in tears within 1-2 months after surgery compared
to the preoperative level (p <0,05).
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Puc. 5. ConepxaHue nnasMmHoreHa B CNE3HOM XUOKOCTU B pas-
JIMYHBIX BO3PACTHBIX Fpymnax.

[lpumeyaHue: p — [OCTOBEPHOCTb Pa3nuUuMii MeXAY rpynnamu
nauvenToB 3-6 net u 7-18 net (p <0,01).

Fig. 5. Plasminogen content in tears in various age groups.
Note: p — differences are significant in age groups 3-6 years and
7-18 years (p <0,01).

[lns uckmloueHs BIMSHWUA BO3pacTa Ha CoAepxaHue nias-
MVHOreHa B CIE3HOM KMAKOCTU bl NpoBeeH ABYX(HAKTOPHBIN
aHanu3, KoTopbIi MOATBEPAMI HE3aBUCMMOE BNIMSHUE BO3pacTa
W BAMSIHWE OMeEpPaTMBHOMO BMELLATENbCTBA (puc. 6). XapaKTep
M3MEHEHWS! COLLEPXHaHWUA MNa3MUHOrEHa B CNIE3HOM HULKOCTH
B pasHbIX BO3PACTHbIX rpynnax 6bun oauHaKoB. Tak, Yepes 0auH
MecsL, N0Cie OnepaLyy BbISIBNIEH POCT COAEPKaHNs Nia3M1HO-
reHa B CNIE3HOM XWUOKOCTH, B TO BpeMsl KaK YpoBeHb M1a3MUHO-
reHa Ko 2—3 MecsiLly CTPEMWIICS K J,00NepaLyoHHOMY.

Mpyu mpoBefeHUM KOPPENSILMOHHOMO aHanM3a Mexpay
cogepxanueM YMA n nnasMuHOreH B CIE3HOW XMAKOCTM

30
25

20

CopnepixaHue niasMuHoreHa, Hr/mi
Plasminogen content, ng/ml
b

10 s *
o L.
e | .
§ et
®
°
0 L@ @ ]
0 50 100 150

T.18,N22, 2023

PoccuiicKasn neamnarpmn4ecKas odwanwonorm

10 -
= - ~
= 9 ~Z >
= — ’ S
= E 8 7 N N
T D /7 N
I c ’
ql__) — 7 /7 s
28s ‘ \\
=SE2 6
s 5 N
Mm O 5 *
=g ||
cE 5
v o 4
- |
gg’ .
=z, U | |
5 | |
o
= ] N
0 [ —
[lo onepauum 1 ™mec nocne 2-3 Mec nocne
Before surgery onepaumm onepawuum
1 months 2-3 months

after surgery after surgery

O 3-6 net / years old @ 7-11 net / years old
m 12-18 net / years old

Puc. 6. CopepkaHve nna3MuHOreHa B CNE3HOM XUAKOCTU B [0-
1 NoCNeonepaLMoHHOM nepuofiax y AeTel pasHblX BO3PaCTHbIX

rpynn.
Fig. 6. Plasminogen content in tears in the preoperative and post-
operative periods in children of different age groups.

0TMeYeHa BbICOKas KOPPENALMOHHasA CBSA3b, YTO OTpaXKaeT aK-
TuBMpytoLLee aencteue YA Ha nnasMuHoreHa, r=0,75 (puc. 7).

CopepxaHue nna3MUHOreHa B CbIBOPOTKE KpOBM
B 34 npobax BapbupoBano ot 67,55 ao 161,50 Hr/Mn u cocTa-
Buno Me=124,25; 99,54; 140,36 Hr/mn. OTMeueHo HapacTaHue
COLlep)KaH1s Nia3MUMHOTeHa B CbIBOPOTKE KPOBW C BO3pac-
TOM Mexay rpynnamu geten 3—6 net u 7-18 net 8 1,28 pasa
(p=0,09). CBssn copepaHus MnasMMHOTeHa B CbIBOPOTKE
KpOBU C aKTUBHOCTbHO, IOKaNU3aLMel BOCNANeHNs, CTENeHbIo
nponmdepaumm 1 onepaTMBHLIM BMELLATeNIbCTBOM Ha HaLleM
MaTepuarne BbiSIBNIeHO He bbinio (p >0,05).

r=0,75

200 250 300 350

CofiepaHne YpoKMHA3HOro aKTUBATOPa Mla3MUHOreHa, /M
Urokinase activator of plasminogen, pg/ml

Puc. 7. KoppensaumoHHbI aHanu3 cofiepaHus YpoKMHA3HOro aKTUBATOpa Ma3MUHOTeHa M Na3MUHOreHa B CNEsHoM xuakocu (r=0,75).

Fig. 7. Correlation analysis of the content of the urokinase activator of plasminogen and plasminogen in tears (r=0,75).
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OBCYXOEHWUE

N3yyeHue npoTeonMsa M BO3MOXKHOCTM €r0 perynsumm
npeacTaBnseT BoMbLUOI MHTEPEC B AMArHOCTUKE U JieYeHUH
pa3nnyHbIX 3aboneBaHUi. AKTMBaLMS NPOTEONIN3a ABNSETCS
K/loYeBbIM BMOXMMUYECKMM 3TanoM B TeYeHUM BOCMasu-
TENbHOrO NpoLecca W NPUBOAUT K LECTPYKLUMM 3KCTpaLen-
NIONIAPHOr0 MAaTPUKCA, a TaKXKe K MOBbLILLEHUIO COCYAUCTON
npoHuuaeMoctu [21].

Murpauus neiiKouuToB B 04ar BoCnasneHus ConpoBoXza-
eTcsl BblcBoboXaeHNeM KoMmoHeHToB YITA cucteMbl, 4To npu-
BOAMT K NOBBILLIEHUK0 aKTUBALMM HEUTPODUIIOB U UHULIMMPYET
BbIOPOC NpoBOCNaNUTENbHBIX PaKTOPOB U3 MOHOUMTOB [12,
22, 23], 4pe3MepHas aKTUBHOCTb KOTOPbIX NPUBOAMT K fe-
CTPYKLIMM TKaHEN.

Hamu BbiSIBNEeHO [OCTOBEPHOE YBENMUEHME COAEPIKAHME
YMA B CNé3HOW MOKOCTU NpU aKTUBHOM YBEWUTE N0 CPaBHe-
Huto ¢ nepuoaoM pemuccum (p=0,04), 4To NoKasbIBaeT aKTH-
BaLMI0 MPOTEOJIN3A MPU aKTUBHOM BOCMANIEHUN.

KpoMe Toro, HaMu MoKasaHo CTAaTUCTUYECKW [0CTOBEp-
Hoe HapacTaHue copepxauusa YIA B CNE3HONM MMAKOCTU
C YBEJIMYEHWEM CTEMeHU MponMdepaTUBHBIX WU3MEHEHMI
(p=0,04), yTo sBNAETCA HEONArONPUATHBIM NPOrHOCTUYECKUM
MPU3HaKoM B TedeHUn yBeuta. KoMnoHeHTsl YIA-cucteMbl
y4acTBylOT B nponudepaLum, KoTopas MOXET NpOUCXOAUTb
KaK B M310nornyeckux ycnoeusx (pocT M peMoaenmpoBaHme
COCYAO0B AN8 MOAJepaHus roMeoctasa), Tak U B natoso-
rmyeckux (BocrnaneHue, ubpos, GrMbpUHONM3 M KaHuepore-
He3) [10-12]. U3BecTHO 0 cnocobHocTn YITA cTuMynMpoBaTh
MHOUNBTPALIMIO MOHOHYKIEapHbIX (arouuToB BHYTPU BOC-
ManEHHOro CycTaBa, YTO B UTOre MPUBOAMT K PaspyLUEHMI0
BHEKJIETOYHOr0 MaTpUKCa U, KaK CefcTBUe, paspyLLeHUIo
xpswa [24].

BbisiBneHo HapacTaHue copepxanua YITA v nnasmuHore-
Ha B CIE3HOM XWAKOCTW M N1a3MUHOTEHa B CbIBOPOTKE KPOBH
¢ Bo3pacrtoM. 13BecTHo, yto copepxatue M7 B nnasme Kposw
3[,0p0OBOr0 HOBOPOXEHHOrO cocTaBnseT okono 50% ot ero
KOHLLEHTpaLuu y B3pocsbIx [25].

CucteMa nnasMUHoreH/nnasMuH y4acTByeT BO Bcex da-
3ax npoliecca 3aXuBneHns paHbl. poucxogut paspyLueHve
BenKoB IKCTpaLeNNoNAPHOr0 MaTpUKCa, MUrpauus oporo-
BEBLLIMX M BOCMAMNEeHHbIX KNETOK, BbicBODOXAeHWe GaKTopoB
pocTa, aHrMoreHe3 U peMofenvpoBaHne KonnareHa. Kpome
TOro, C MOMOLLbI0 N1Ia3MUHOreHa MPOUCXOLNUT PEryNALMA Ha-
yana W npeKpaLLeHus BocmanuTenbHoi dasbl BO BpeMs 3a-
UBNEeHUs paH. TaK, YBENMYeHWe NNa3MUHOTEHa, 03HaYar-
LLiee CHKEHWE 0Dpa30BaHUA aKTUBHOO NNIa3MUHa, ABASETCS
MPU3HAKOM 3aXKUBJIEHUS OCTPbIX PaH Y MblLLEei [26].

B HalueM nccnesoBaHWM XxapaKTep M3MEHEHMS COAepKa-
Hua nnasmuHoreHa u YMA B cnésHon xuproctu bbin oau-
HakoB. Tak, B TeueHue 1-2 MecsueB nocie onepaumm Bbl-
sBneH pocT cogepxausa YIA v nnasmuHoreHa, a B no3gHeM
nocneonepaL1oHHOM NepUOAE X YPOBEHb CTPEMMIICA K [10-
0OnepaLmMoHHOMY, YTO XapaKTepu3yeT HOpManbHbIl NpoLece
3aXMBIIEHUS.
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BbIBO/bl

1. BbisiBNEHO JOCTOBEpPHOE YBENMYEHWME COLEpMaHus ypo-
KMHa3HOro aKkTUBaTopa MiasMUHOTeHa B CNE3HOM Xup-
KOCTU MPY aKTUBHOM YBEUTE B CPAaBHEHWM C HEAKTUBHbIM,
YTO MOXET ObITb MCNONb30BaHO AN AMArHOCTUKU U Cly-
UTb KPUTEPUEM HA3HAYEHWUSA UM YCUNEHWS NPOTUBOBOC-
NanuTeNbHON Tepanuu.

2. OTMeYeHo CTaTUCTUYECKW [OCTOBEPHOE HapacTaHWe CO-
OEpXaHUs YPOKMHA3HOTO aKTMBaTopa MNia3MMHOreHa
B CNTE3HOM MAKOCTM C YBESIMUEHUEM CTeneHu nponnde-
PaTUBHbIX M3MEHEHWUH, YTO MOXET FOBOPUTb O TSKECTU
TeYeHus yBeuTa.

3. YcTaHoBNEHO HapacTaHWe COLEpXaHUs YPOKUHA3HOTO aK-
TMBATOPA NNa3MUHOreHa U Na3MUHOTEHa B CIIE3HO XU -
KOCTW W NN1a3MUHOTEHa B CbIBOPOTKE KPOBM C BO3PacToM.

4, TloKa3aHo y4acTe YpOKMHA3HOro aKTUBaTopa Nia3MUHO-
reHa ¥ NnasMUHOreHa B NOCNeonepaLMoHHOM nepuofe
y BeTen ¢ yBeuToM. B CNE3HOM KMAKOCTY BbISIBAEH pOCT
YPOKMHA3HOTO aKTUBaTopa Mia3MUHOTeHa U Mna3MUHO-
reHa B TeyeHue 1-2 MecsleB nocne onepaLuu u Bo3-
BpaLLeHMe K [00MEepaLMoHHbIM 3HAYeHUAM 00omx mo-
KasaTefiell K Hayany 3-ro MecsLa nocieonepaLyoHHoro
nepuoja, YTo OTPaXaeT HopMaslbHOe TeyeHue mpoLiecca
32)KUBEHUS PaHbl.

JOMO/IHUTE/IbHO

WUcTounHuk duHaHcMpoBaHMA. ABTOpbI 3asBMAICT 00 OTCYTCTBUM
BHELLIHEro UHaHCKMPOBaHUS NPW NPOBEAEHNM UCCIE0BaHMS.
KoHbnuKT uHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBUE SBHbIX
1 NoTeHUMAnbHbIX KOHQMKTOB MHTEPECOB, CBA3aHHBIX C MybnnKa-
e HacTosILLLel CTaTby.

Brknap aBTopoB. Bce aBTOpbl NOATBEPK/AAIOT COOTBETCTBME CBOEMO
aBTOPCTBA MeXIyHapoaHbIM kputepmsam ICMJE (ce aBTopbl BHEC/N
CYLLLeCTBEHHBIM BK/a, B pa3paboTKy KOHLEMLWKW, NpoBefeHe mc-
CNeaoBaHUs U NOAFOTOBKY CTaTby, MPOYAM U 0400punv GuHanbHyto
Bepcuio nepen, Nybnukaumei). Hambonblumin BKNag, pacnpefenéH
cnepyiolmM obpasom. J1.A. KataprnHa — pa3paboTka KoHLenumm
N OM3aiiHa UcciefjoBaHus, TEKCTa CTaTbk, BWHanbHas NoAroToBKa
cTatbyt K nybnvkaumm; H.b. YecHokoBa — pa3paboTka KoHLenumm
W OM3arHa UCCefoBaHNS, HaMmcaHye TeKCTa CTaTby, GUHanbHas
NoAroToBKa CTaTby K nybnmkaumm; E.B. [leHncoBa — am3saitH mc-
CNef0BaHusA, HanvcaHue TeKCTa CTaTby, QUHanbHas MoAroTOBKa
CcTaTbM K nybnmnkaumm; M.A. XpabpoBa — cbop, 06paboTka [aHHbIX
W WX WHTEPNpeTaLus, HanmncaHye TeKcTa CTaTbk, GuHanbHas noa-
rOTOBKa CTaTbM K nybnukaumu; 0.B. besHoc — obpaboTka fAaHHbIX
U WX UHTepnpeTaupms.
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KnuHuko-reHeTMYeCKMe acneKTbl FayKoMbl,
accoLUMUPOBaAHHOMU C BPOXKAEHHON aHMpUAUEH
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AHHOTALMA

BpoxaéHHas aHMpuaus — 3T0 HacNeACTBEHHbIV BPOXAEHHBIN MOPOK Pa3BUTUS OpraHa 3peHns C ayTOCOMHO-[0MUHAHT-
HbIM TUNOM HacnefoBaHus. MporHo3 3aboneBaHMs BO MHOTOM 3aBUCUT OT Pa3BUTUS U NPOTPECCUPOBAHNUS MHOXKECTBEHHBIX
OCNOXXHEHUH (FNayKoMa, aHUPUAMIAHAA KepaTonaTtusl, aHUpUAUAHBIA GUOPO3HbIA CUHAPOM U T.4.), BO3HUKAKLLMX B Pa3HOM
BO3pacre.

Llen. BoisiBnenve Hambonee 3HauMMbIX HaKTOPOB pUCKa pasBUTUS M HeBNAronpuATHOTO TeYeHWs FIayKoMbl, acCoLMM-
POBaHHOI C BPOXAEHHON aHUPUANEN.

Mamepuan u memodsl. 06cnenoaHo 73 pebénKa (146 rnas) ¢ PAXé accounmpoBaHHoi aHupuaven B BospacTe oT 0 fo
16 net, u3 HUX 41 Manbumk (56,2%) n 32 neBoukn (43,8%). Cpokm HabntoaeHUs 3a NaLMeHTaMW cocTaBUnM oT 2 Ao 6 neT. Mon-
Hyt0 aHMpuamio umenu 35 naumentos (47,9%), y 38 (52,1%) naumeHToB Habslofanack YacTMyHas aHupuaus. BceM naupeHTam
MpoBefieH0 KoMIjleKCcHoe 0dhTaslbMOIOrMyecKoe U MONEKYNAPHO-TeHeTUYecKoe 0bcneaoBaHme.

Pesynemamel. [naykoMa passunacb y 28,8% peten. AHomanuu ctpoenus yrna nepegHeit kamepsbl (YITK) BbisBeHb
y 60/bLIMHCTBA MALMEHTOB C BPOXAEHHON aHUPUAMEN, KaK C rNayKoMOK, Tak 1 be3 Heé. BrisBneHa cBasb HapywweHus YK
CO CpOKaMM MaHudecTaummn rnayKoMbl. Hanuume rnaykoMmbl, N0 HalWMM AaHHbIM, YBENIMYMBAET PUCK MPOrPeccUPOBaHUSA Ke-
paTonatum.

3aknoyeHue. MoneKynspHO-reHeTUYECKOe WCCe0BaHUE TMO3BOSIANO  OMPedeNnuTb  Hanuuve feneumn  3'-umc-
PEerynaTopHOro pervoHa reHa PAX6 Kak npeauKTopa pa3BuUTMs rnayKoMbl.

Kniouesble cnoBa: BpOX AEHHAA aHMPUANUA; BPOXKAEHHAA [MayKOMa; ETH.
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Clinical and genetic aspects of glaucoma
associated with congenital aniridia

Natella V. Sukhanova?, Lyudmila A. Katargina', Anna Yu. Panova', Rena A. Zinchenko'
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3N.A. Semashko National Research Institute of Public Health, Moscow, Russian Federation

ABSTRACT

Congenital aniridia is a hereditary congenital malformation of the visual organ with an autosomal dominant type of
inheritance. The prognosis for vision largely depends on the development and progression of multiple complications (glaucoma,
keratopathy, and aniridia fibrotic syndrome) at different ages.

AIM: To identify the most significant risk factors for glaucoma development and a poor prognosis associated with congenital
aniridia.

MATERIAL AND METHODS: Seventy-three children (146 eyes) with PAX6-associated aniridia aged 0—16 yr were examined,
with 41 males (56.2%) and 32 females (43.8%). The follow-up period of patients ranged from 2 to 6 yr. Thirty-five (47.9%) patients
had complete aniridia, and 38 (52.1%) patients had partial aniridia. All patients underwent a comprehensive ophthalmological
and molecular genetic examination.

RESULTS: Glaucoma developed in 28.8% of children. Anomalies in the anterior chamber angle (ACA) structure were
detected in most patients with congenital aniridia, both with and without glaucoma. However, the relationship between the ACA
and the timing of the manifestation of glaucoma was revealed. Furthermore, according to our study, the presence of glaucoma
increases the risk of keratopathy progression.

CONCLUSION: In a molecular genetic study, the presence of deletions in the 3'-cis-regulatory region of the PAX6 gene was
a predictor of glaucoma development.

Keywords: children; congenital aniridia; congenital glaucoma.
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BBEJEHUE

Bpoxa€HHas aHupuams — 310 pefKoe HacneAcTBeH-
HOe MaHOKyNsAipHoe 3aboneBaHWe C ayTOCOMHO-LOMUHAHT-
HbIM TUMOM HacnefoBaHWA. YacToTa aHMpUAuM cocTaBnisieT
ot 1:64 000 go 1:100 000 [1, 2]. Hanbonee ApKUM CUMNTOMOM
3aboneBaHNs ABNAETCA BPOXAEHHOE OTCYTCTBME PafYXHKM
unu eé runonnasus. K gpyrum yacto BCTpevaroLmMMcsa npo-
SIBNEHNAIM OTHOCATCA KepaTonaTus, KaTapaKTa, rfayKoMma,
rMNONIasuA LLeHTPasIbHOM AMKM CeTYaTKu, HucTarm [3-5].

B HayuyHoI nuTepaType BCTpeyalTcsi MPOTUBOpEYMBbIE
AaHHble 0 YacTOTe Pa3BMTHA M CPOKaX MaHWUdecTauum aHu-
pUAOMAHOA rnaykoMbl. [naykoma passusaetcs y 50-75%
MaLMEHTOB C BPOXIEHHON aHUPUAMEN B LETCKOM W paHHEM
B3pocnoM Bospacte [6—13]. Adachi u coasrt. [9] coobuatoT
0 YacTOTe BPOXAEHHOM rnayKoMbl ¢ pa3sutueM bybranbMma
B 48,3% cnyvaes. o faHHbIM Apyrux aBTOpOB, MaHuUde-
cTaums rnayKoMbl C POXAeHWUs HabnmoaaeTcs 3HaUYUTENIbHO
pexe, a npeobnagaloT cnyyam pasBuTUA rnayKoMbl B bonee
B3pocsioM Bo3pacte [14,15]. [poTuBOpeyMBbI AaHHbIE TaKKe
0 naToreHese rNayKoMbl, acCOLMMPOBAHHON C aHUPUIMEN.
Pa3sBuTWe rnaykoMbl B paHHEM [ETCTBE HEKOTOPble aBTOpbI
CBA3bIBAIOT C [MCrEHe30M Yria nepefHell KaMepbl rnasa
u annasueii LnemMmoBa KaHana [3]. [Ipyrve uccnepgosatenu
pa3suTHe 3aboneBaHns B bonee no3gHeM Bo3pacTe 00bAC-
HAKT 00CTPYKLMeN TpabeKyNApHOM CETU U 3aKPbITUEM Yrna
nepenHeii KaMepbl rnasa BceacTeue hopMUpOBaHWA craek
MeX [y CTPOMOM pafyKu 1 nepudepuyecKoit YacTbio poro-
Buubl [10]. Pasnunyatotca noaxodbl K BeAeHUIO U MeTOAMKe
XMPYPrUYecKoro neYeHUst NaLMEHTOB C rN1ayKOMOMW NMpU aHu-
puamm.

Llenb. BoiseneHne Hanbonee 3HauMMbIX (haKTOpPoB pUCKa
Ppa3BUTUSA M HEBNAroNpPMATHOrO TEYEHUS FNAayKOMbI, aCCOLMM-
POBaHHOM C BPOXAEHHON aHUPUAMEA.

MATEPUANT U METObI

Mon HabniopeHvneM Haxoounoch 73 pebéHka (146 rnas)
C aHupuauei B Bospacte ot 0 go 16 net, u3 Hux 41 Manbumk
(56,2%) 1 32 neBoukm (43,8%). Cpoku HabntogeHUs 3a Nauu-
€HTaMK COCTaBUNM OT 2 10 6 NeT.

OCHOBHbIM KpuTepreM BKIIKOYeHWS B0MbHBIX B rpynny Ha-
bnopeHns sBnanca AedeKT pasyHoN 000M104KM, KOTOPbIA
npucyTcTBoBan y Beex nauueHTos (100%) c poxaenus. Mon-
HYH0 aHMpuamio uMenu 45 naunentos (54,2%). Y 38 naumen-
T0B (45,8%) Habnoaanack YacTU4Has rUNONAsua pajyxHKy.
Y BCex nauueHToB OblM BbIABNIEHBI Pa3fINYHbIE BapUaHTHI
MyTaumi reHa PAX6, accoummpoBaHHble C BpOXKAEHHOW aHU-
puanen.

MoMMMO cTaHaapTHOro oTanbMoNorMyecKoro obcre-
AO0BaHMsA mauueHTaM 6bina npoBefeHa OMTUYECKas Ko-
repeHTHas Tomorpadus yrna nepegHei Kamepbl (YIK)
UNK yNbTpa3ByKoBas broMukpockonus (YBM). Leteii go 3 net
obcnefoBany B yCNoBUAX MeAMKaMEHTO3HOro cHa. OrpaHu-
YeHWs B NPUMEHEHWUM HEKOTOPbIX AMArHOCTUYECKUX METOAMK
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PoccuiicKasn neamnarpmn4ecKas OdQTaﬂbMOﬂOFMH

(OKT, roHnockonus, odTanbMocKonus) bbinn cBA3aHbI ¢ BO3-
pacTHbIMM 0COBEHHOCTAMM (AETCKWI BO3PACT), HENPO3PayHo-
CTbI0 ONTUYECKUX CPEA M HANIMUMEM BbIPaXKEHHOT0 HUCTarMa.
C uenblo BepuduKaLMM CTaguUM aHUPUOUAHOW KepaTonaTum
(AK) ucnonb3oBanack Knaccudmkauus U. Eden, paspabotaH-
Has um B 2010 rogy [11].

06cnepnoBaHue nauveHToB npoeaeHo B HAW nepuatpum,
LUKB PAH, HMUL, rnasHbix 6onesHen umenun enbMronbua,
MeayKo-reHeTUYeCKOM Hay4YHOM LIEHTPe UMEeHW aKafeMuKa
H.. boukoBa no npoTokony ohTanLEMONOrMYECKOro U Mone-
KynsipHO-reHeTU4ecKoro obcnefoBaHms.

Ananu3 mytaumn B reHe PAX6 Bkitouan crnepywowme
BMIbl UCCNIE0BaHUSA: [IBYHaNpaBeHHOe NpsAMoe aBTOMaTU-
YecKoe CekBeHMpoBaHue 14 3K30HOB reHa PAX6 (3—13 ak-
30HbI TpaHcKpunumoHHoro BapuaHta NM_000280.4 u 3K30H
5a TpaHckpunumoHHoro BapuaHt NM_001604.5, pacnono-
KEHHBIN BHYTPU MHTPOHA 5 rNaBHON U30(OPMbI), MylbTU-
MEKCHYI0 PeaKLM0 JIMra303aBUCMMON aMnaMdUKaLmum npob
(MLPA) c nocnenyoLmM NoLTBEPKAALOLLMM aHaNIM30M NoTe-
PV reTepo3nroTHOCTM C MOMOLLbK UCCe0BaHUS Cerperawmum
STR MapKEpOB B CEMbSX.

OT BCEX MALMEHTOB WMAM UX 3aKOHHbIX MpeAcTaBuTENel
MoJsTy4YeHo NUCbMEHHOE MHPOPMMPOBAHHOE COrflacke Ha npo-
BefeHue obcnepnoBaHus. WccnepoBaHue opobpeHo aTuye-
CKAM KOMUTETOM MeanKO-reHeTUYECKOr0 Hay4yHOro LieHTpa
umenm H.1. boukosa.

PE3Y/IbTATbI

[maykoMa guarHoctupoBaHa y 21 pebénka 3 73 (28,8%).
Y 6onblumHcTBa naumeHtoB (18 peteit, 85,7%) rnayko-
Ma Oblna [BYCTOPOHHEN, OLHOBPEMEHHO AebloTUpyloLLei
Ha [BYyX rnasax. Y Tpéx nauueHTOB rnaykoma pasBuiacb
Ha ofiHOM rna3y. CpefiHuii BO3pacT pa3BuTuS rN1ayKoMbl Obis
23,26+31,79 Mec.

B Bospacte o 1 roga yxe UMeNnch KIMHUYeCKWe Npu-
3HaKW, NO3BONSKLLME UArHOCTUPOBaTb BPOXAEHHYH rnay-
Komy y 15 petent u3 21 (71,4%). Y 7 peteint (33,3%) rnaykoma
Oblna BbISBNEHA C POXKAEHMS. YCTaHOBNEHO, YTO Y 4 aeTei
(19,0%) c aHvMpuamnen nepeble NMPU3HAKW NAYKOMbl NOSBU-
n1cb B BO3pacTe 4—6 neT, y 2 aeTen — B Bo3pacTe CTapLue
7 ner.

Moutn nonosuHa peteit (10 yenosek u3 21, 47,6%) 06-
paTUnnCh K odTanbMonory ¢ Janeko 3allefLen CTaguel
rnayKoMbl, TO eCTb UMeNIo MecTo No3[Hee BbisiBNeHWe 3abo-
neBaHus. PasButas ctagus 3aboneBaHus bbina ycTaHOBNEHa
B 38,1% cnyyasx, B 9,5% — HauanbHas ctagus, B 4,8% —
abconotHas (no Knaccudukaummn Asetucosa 3.C., Kosanes-
ckoro E.W., XsatoBoit A.B. [12].

OcTpoTa 3peHus y NauMeHTOB C aHUPUAMAHOM FNayKoMOM
BapbupoBana 0T npaBunbHoi ceeTonpoekumn (30,8% rnas)
no 0,3. B cpenHeM Ha octaBumxcs 60,2% rna3 octpota 3pe-
Hus coctaBuna 0,085+0,068 v 3aBucena oT BbipaXKeHHOCTU
rNayKOMHOM OMTUYECKON HeMpONaTHW U CTENEHU MOMYTHEHUS
pOroBuLibI.
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AnoManuu cTpoenms yrna nepeaHen kamepsl (YIK) Bbisie-
NeHbl y 60MbLIMHCTBA NALMEHTOB C BPOXAEHHON aHUPUAMEN
KaK C rnayKoMom, Tak v 6e3 He€. Mpy YacTUyHOM aHMpUaum
aHomanus YMK auarHoctvpoBaHa y 37 yenoBek (74 rnasa,
97,4%), npu NonHOM aHMpMAMM aHoManus BobisieneHa B 100%
rnas. HeckonbKo pexe y feTen C riayKoMoW npu MosHoW
aHMpuaum bbina BbIABNIEHA Me30AepManbHas TKaHb No cpaB-
HEHWIO C MaLMeHTaMM € YaCTUYHOW aHUPUAMEN M OCTaNIbHBIMM
TMNammn aHoManui. lpu NOMHOM aHMPUAUK Yallle APYIUX Bbl-
aBneHo 3akpbitne YIK pyoumenToM pagyxku. Mpu vactny-
HOM aHMPWAWKM, HANpOTWB, AaHHbIA TUM aHOManuM AuarHo-
CTUPOBaH pexe ApYrvx M B 4 pasa pexe, YeM Npy MOJHON
aHupuamn. dpyrve suabl aHoManuu YK BbisBneHbl npubnm-
3UTENbHO C OAIMHAKOBOW YacToToW. PesynbTaThl uccnesoBa-
HWA NpeAcTaBneHbl B Tabnnue 1.

Mpu cpaBHeHun TMNOB aHoManuii ctpoenunsa YK y peteid
€ MaHudecTaumeii rnaykomsl 2o 1 roga v B bonee nosgHue
CPOKU BbISIBNEHbI Pa3finuus, NO3BOASIOLLME NPEANOIOKUTL
HalM4me pasHbIX MEXaHU3MOB Pa3BUTUS FayKoMbIl. Y feTeil
Ao 1 rofa Yatle BbIsBNIEHbl Me30[iepMaibHast TKaHb 1 OTCYT-
ctBue anddepeHumpoBku cTpykTyp YIK, Toraa Kak y aeten
C pa3BMTUEM TT1ayKOMbI B 60J1ee Mo3HWE CPOKM Yallle onpe-
nensnock 3akpbitue YIK KopHeM paayxku (tadn. 2). OgHako
nofobHble aHOManun Bbi BbISBAEHbI HAMW W Y NALMEHTOB
6e3 rnayKombl.
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B cnyyae HeBO3MOKHOCTK BbIMOMHEHWUS TOHMOCKOMUM
Mpu NOMYTHEHUM POrOBMLbI BaXHbIM Ans obcnefoBaHus
W OnpefenieHUs TaKTUKWU BeLEHUS| CTAHOBMUTCS MPUMEHEHME
YNbTpa3ByKoBoW bruommkpockonun (YBM). B rpynne peteil
C MONHOW aHupuamei npumeHenne YBM nossonmio obHa-
PYXUTb B 30HE PacrofioXeHUs NPOeKLMM NpeLnosaraeMoro
PaAy*HO-pPOroBMYHOTO Yria MPOMUHUPYHOLLEE BanMKoobpas-
Hoe 0bpa3oBaHu1e B HECKONbKMX UMW BO BCEX CErMeHTax —
PyAMMEHTapHas pafyKa anameTpoM o 1-2 MM (puc. 1, 2).
Bo Bcex cnyyasx 6bio 3aduKCMpoBaHO OTCYTCTBUE CKIle-
panbHo¥ LWNopbl.

Y 17 naumentoB (81%) c rnaykomoii Obiiv BbiSIBNEHBI
NMPU3HAKU aHUPUOMIAHOM KepaTonaTM OAMHAKOBO 4acTo
KaK NpyW NOJIHOMW, TaK M NPY YaCTUYHON aHUPUZNN.

Mpy OTCYTCTBUM TNAyKOMbl CPELHUNA MHAEKC KepaTona-
Tim coctasun 1,122+0,99. Tpu rnaykoMe cpesHUn UHLEKC
KepaTonatum coctasun 2,206+1,5 (pasnuume cTaTUCTUYECKN
nocTosepHo, p=0,02) (puc. 3).

Ha 19 rnasax (48,6%) BHyTpUrnasHoe faB/eHWe 0CTaBa-
10Cb KOMMEHCUPOBaHHBIM Ha (OHe MeMKaMEeHTO3HOM Tepa-
nuu. Ha 20 rnasax (51,4%) 6binv BbINONHEHbI TUMNOTEH3UBHbIE
XMpypruyecKue BMeLLaTeNbCTBa.

B kauecTBe NepBoro BMeLLaTebCTBa Ha OOMbLUMHCTBE a3
(94,7%) BbINONHEHa CUHYCTpabeKynakTomMus. Ha ogHoOM rnasy
(5,3%) B KauecTBe NEPBOro MMMNOTEH3MBHOTO BMELLIATENLCTBA

Tabnumua 1. XapakTepucTika aHoManuit yrna nepeaHeii kamepbl (YIK) y naumeHToB ¢ NoHOM 1 YacTUYHOI aHMpUameit
Table 1. Characteristics of anomalies of the anterior chamber angle (ACA) in patients with complete and partial aniridia

OcobeHHocTH cTpoenus YIK
Features of the structure of the ACA

MonHas aHMpuams
Complete aniridia

YacTuuHas aHupuamns
Partial aniridia

Me3oziepMarbHas TKaHb
Mesodermal tissue

BbicoKoe NpuKpensieH e KOpHS pajyKu K Tpabekyne
High attachment of the iris root to the trabecula

3akpbitue YK
ACA closure

[ucreHes
Disgenesis

15% 30%
20% 30%
40% 10%
25% 30%

Tabnuua 2. XapakTepucTvKa aHoManuin yrna nepepHeii kamepsl (YIK) B 3aBMCMOCTY OT Cpoka MaHUbecTaLmum riayKoMbi
Table 2. Characteristics of anomalies of the anterior chamber angle (ACA) depending on the time of manifestation of glaucoma

Oco6eHHocTu cTpoeHus YIK
Features of the structure of the ACA

InaykoMa ¢ oTcpo4eHHoi
MaHudecTauuen
Delayed onset glaucoma

Inaykoma po 1 roga
Glaucoma up to 1 year

MesogepManbHas TKaHb
Mesodermal tissue

Bbicokoe NpuKpenseHne KOpHA pajyKu K Tpabekyne
High attachment of the iris root to the trabecula

3akpbitue YK
ACA closure

ucreHes
Disgenesis

23% 8%
22% 23%
11% 54%
4% 15%
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Puc. 1. lpoMuHupytoLee BanukoobpasHoe obpasoBaHue B 0bnactu
yrna nepefHen Kamepbl (pyauMeHTapHas pafyKa).

Fig. 1. Prominent roller-like formation in the anterior chamber
angle (rudimentary iris).

npuMeHeHa umknodoTokoarynsaums. Ha 47,4% onepupoBaH-
HbIX [N1a3 B BUAY HEL0CTaTO4HOM 3QPEKTUBHOCTU OJJHOKpAT-
HOro BMeLLaTeNbCTBA Oblf BbINOHEHbI NMOBTOPHbIE XMpYp-
TMYECKME U NasepHble onepaumu. B cpegHeM KonuuecTBo
TMNOTEH3MBHBIX BMELLATENbCTB HA OAMH Na3 COCTaBMIIO0
1,68. CneayeT 0TMETUTb, YTO Ha ONEPUPOBAHHBIX ra3ax CTe-
MeHb BbIPaXKEHHOCTW aHUPUAMIHON KepaTonaTui oKasanacb
BblLLIe 1 COCTaBWUNa B cpefHeM 2,8.
MoneKynspHo-reHeTMYeCcKoe McCriefoBaHMe NpoBeAEeHO
BceM naumeHTaM. [narHo3 PAXé6 accouumpoBaHHOW aHupK-
Avv nopTeepxaéH B 100% cnydyaes. MeTozoM cekBeHMpoBa-
Hus no CaHrepy obHapyxeHbl 53 pas3nnyHbIX BHYTPUTEHHBIX
MaToreHHbIX BapuaHTa HyKEOTUAHOW MOCNef0BaTelbHOCTH
reHa PAX6 B reTepo3vrotHoM COCTOSHWW. Bbinn M3yyeHsl
K/IMHWKO-TeHETUYECKME KOpPensLMM NPOSIBNIEHNI BPOXKAEH-
HOW aHUPUANM U MyTaLMiA pa3Horo Tvna B reHe PAX6, Brito-
yas BHYTPUreHHble M 00LWMpHbIe feneunu (Tabn. 3). AHanus

Puc. 2. 3akpbiTve yrna nepegHeii KaMepbl KOPHEM PaflyXKu Mpu
YaCTUYHOM aHUPULUN.

Fig. 2. Anterior chamber angle closure with the root of the iris in
case of partial aniridia.

25 . T
2,0 l

0,5

0

Puc. 3. CpeaHuin uHLeKC KepaTonaTum Npu riayKoMe.
Fig. 3. The average index of keratopathy in glaucoma.

Ta6nuua 3. 3Hauenus p-value Npy aHanM3e B3aUMOCBA3eH MEKY HalMuMeM MPU3HAKOB BPOXKAEHHOW aHUPUAMM NMPU Pa3NIMYHBIX TUMAX

MyTaumii B reHe PAX6 TouHbIM Kputepuem Ouiepa

Table 3. p values in the analysis of the relationship between the presence of congenital aniridia signs for various types of mutations in the

PAXé6 gene using Fisher's exact test

Leneuun H M M K
| 3-aucranbHoii OHCEHC yTauuu caBura yTauum PYMHble XpPOMOCOMHbiE AeneLyu
MpusHak/Tun MyTaumi o6nacTu MyTauMK | paMKU CYUTBIBAHUA | cnnaiicuHra | (6e3 3'-aucTanbHoi obnacTu)
Sign/Type of Mutations Deletions of the Nonsense Frameshift Splicing Large chromosomal deletions
3-distal region mutations mutations mutations (no 3'-distal region)
Eggg‘;ﬂi‘;’;‘;"laﬂfﬁg’;‘;”a 1 0.449012 0.260102 0.679867 0.059325
naykoMa
C OTCPOYEHHOM N
MaHbecTaue 0.020381 1 1 1 1

Delayed onset glaucoma

* Hanmume CTaTUCTUYECKV LOCTOBEPHBIX pasnuumii no kputeputo Guwepa.
* the presence of statistically significant differences according to the Fisher criterion.
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reHo-heHOTUNMYECKMX B3aWMOCBA3EN MO3BOJIUI BbISIBUTH
CXOACTBA W Pa3nuuMs aHUPUAUIAHBLIX HEHOTMMOB C MOTeH-
LManbHO OT/MYAIOLLMMUCA MexaHu3MaMu. bbino nokasaHo,
uYTO NPM aHanu3e reHo-heHOTUNUYECKUX KOPPENIALMIA B Fpyn-
ne Jeneuuin 3'-Lmc-perynsTopHoOro perMoHa CTaTUCTUHECKH
LOCTOBEPHO BbISIBJIEHA FlayKOMa C OTCPOYEHHOW MaHude-
CTaumew, 4To NOATBEPHAAET MONOMMTESbHYI0 B3aUMOCBA3b
MEXAY KIIMHUYECKMMU NPU3HaKaMu BPOXKAEHHBIX aHUPULAMIA
M TUMOM MYTaUMOHHBIX M3MeHEHWN. BpoxaeHHas rnaykoMa
XapaKTepu30Banach pasfMyHbIMK TUNaMK MyTauuii be3 fo-
cToBepHOro npeobnagaHus Kakoro-nubo ofHoro tuna ms-
MEHEeHWI.

ObCYXOEHWUE

YactoTa pa3suTUA rnayKoMbl Npu BPOXKLEHHON aHWUpU-
OWW, MO HaLIMM [aHHbIM, cocTaBuna 22,8%, YTO HECKOJbKO
MeHbLLEe M0 CPaBHEHWUIO C AaHHBIMM ApYrux aBTOpPoB (46—
70%) B 0bLLei KoropTe MauMeHTOB BCeX BO3pacToB [6-8,
13]. Mo paHHbIM Gramer E. u coasr. [6], yacTota passutus
rNayKoMbl B rpynmne MauueHTOB C BPOXAEHHOW aHUpUaMeit
ot 0 po 9 net coctaenset 15% u yBenuumBaetcs Ha 15%
Kaxpable 10 net. B HaweM uccnegoBaHuW rnaykoMa bbina
BbisiBNeHa ¢ poxaeHus B 36,8% rnas, ay 66,7% neten aua-
FHOCTMPOBAaHa Ha MepBOM roAy XM3HW, T.e. ropasfo ualle,
yeM y apyrux aBTopoB [9, 14, 15].

Mo [aHHbIM nUTepaTypbl, NpU BPOXAEHHON aHWpU-
Aun Hanbonee 4acTo BCTpeyaeTcs 3aKpbiTWe yrna TKa-
Hbl0, KOTOpPasl B HEKOTOPbIX C/ly4asix MOXET COKpaLLaThCs
M NPUBOAMTbL K 3aKPbITUIO yrna nepefHei Kamepbl (YIK),
yTo HabniopfaeTca y AeTed NOAPOCTKOBOro Bo3pacTta. Pap
“ccneaoBartenen CBA3bIBAET Pa3BUTUE r1ayKOMbI C NMEPBUY-
Ho 3aKpbiTbiM YITK unu otcytcTereM LLineMMoBa KaHana [9,
14, 15]. Mo HawWMM AaHHBIM, Me30AepManbHas TKaHb B YTK
u otcytcteue anddepeHumpoBku cTpyktyp YIK nelicteu-
TeNbHO Yalle 6binn BbiBAEHb! NpU MaHWdecTauuu rnay-
KOMbl Ha MepBOM rofly XU3Hu, Toraa Kak 3akpbitue YMK
KOpHEM pajyKu Habmofanock y AeTen ¢ rnayKoMoi, Bo3-
HWKLLe Ha bonee no3gHKUx cpokax. OaHAKO Mbl BbISBASHN
3aKpbIThli YITK B eAMHUYHBIX Ciyqasx y AeTel NepBoro roga
YKU3HW U JaXe Y NaLMEHTOB C HOPMasIbHOM BHYTPUI/a3HbIM
AaBNIEHNEM U OTCYTCTBUEM F/1ayKOMBI, KaK W Apyrve BUAb
aHomanum ctpoenus YIK.

3AKJIKYEHUE

B HacToswee BpeMA HeA0CTaTOYHO A0CTOBEPHbIX AaH-
HbIX 0 ME&XaHU3MaX NOBbILWEHNA BHYTPUIIA3HOro [aBjie-
HUA NpU aHUPUOUU n npeoﬁna,u,aHmm pasnn4yHbIX TUNOB
MeXaHU3Ma NOoBbILWEHNA BHYTPUINA3HOI0 [aBjieHUA. Ha-
Jinyne rnayKombl, N0 HaWnMM LaHHbIM, yBeJIMYMBAET PUCK
nporpeccupoBaHna KepatonaTtuu, 0CcobeHHO B c/iyyae Xu-
Ppypruyecknx BmeLlaTeNibCTB, YTO MOXKeT ObITb CBA3aHO
C NpUMEeHeHNEeM r’MnNoTeH3NBHbIX Kanesb, A0MO0JIHUTEJIbHbIM
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noBpexzaeHneM 30HbI NMMba Bo Bpems onepauun. Kpome
TOr0, Hanuume rNaykoMbl, 0COBEHHO C paHHero AeTCKOro
BO3pacTa, MPUBOAMT K MOSBMEHUIO AOMOHUTENbHBIX MO-
MYTHEHWIA POrOBULbI, YTO BAIMSET HA OCTPOTY 3pPEHUS W 3a-
TPYAHSIET AUArHOCTUKY.

MoneKynspHo-reHeTU4ECKOe MCCelOBaHNE MO3BOUIO
OnpeLenuTb Haluume Seneumin 3'-Lmc-perynaTopHoro peru-
OHa reHa PAXé Kak npefiMKTOpa pa3BuTHA r11ayKoMbl Y NaLm-
€HTOB CTapLUe OAHOr0 roAa, YTo NO3BOMSAET BbIAENUTb Mpyn-
ny Haubonee BbICOKOTO PUCKA MOBbILIEHNS BHYTPUT/IA3HOIO
[aBMNeHNs U CKOPPEKTMPOBATb CXeMY HabnofeHus 3a TaKUMH
nau1eHTamm.

AOMO/IHUTE/IbHO

UcTouHuk duHaHcupoBaHus. ABTopbl 3asBAloT 06 OTCYTCTBUM
BHELLIHEro GUHaHCMPOBaHUS NPY NPOBELEHNM UCCNeL0BaHMS.
KoHbnuKT uHTepecoB. ABTOpbI [AEKIApUPYIOT OTCYTCTBME SBHBIX
1 NOTeHUMaNbHbIX KOHQIMKTOB MHTEPECOB, CBA3aHHbIX C MybnnKa-
LMeN HacTosLLIEN CTaTbU.

Bknap, aBTopoB. Bce aBTopbl NOATBEPXKAAl0T COOTBETCTBUE CBO-
ero aBTOpPCTBA MEX/yHapoaHbIM KputepmaM ICMJIE (Bce aBTopbl
BHEC/IN CYLLLECTBEHHbI BK/A[ B pa3paboTKy KOHLENLmMu, npoBe-
LEHWe UCCNef0BaHWa W NOATOTOBKY CTaTby, MPOYM M 0400pnam
(uHanbHylo Bepcvio nepen nybnmkaumen). Hambonblumii BKNag
pacnpefenéH cneaytowmm obpasom. J1.A. KatapruHa — 3ambicen
1 pa3paboTKa Au3aiHa UCCNeAoBaHus, KpUTUYECKUIA NepecMoTp
CTaTbW B YaCTW 3HAYMMOr0 WHTENNEKTYaNbHOr0 COAEPIKaHus,
OKOHYaTenbHoe 0A0bpeHne BapuaHTa cTaTbu NS onybavMKoBa-
Hus; H.B. CyxaHoBa — co3faHue 6asbl JaHHbIX, CTaTUCTUYECKan
06paboTka, noarotoeka cratby; AlQ. MaHoBa — aHanu3 fiaHHbIX,
MOArOTOBKA W pefaKTUpoBaHue cTatby; P.A. 3uH4eHKo — paspa-
boTKa Au3aiHa uccnefoBaHs, KPUTUYECKUIA NepecMoTp CTaTby
B 4aCTW 3H3UMMOr0 UHTEN/IEKTYalbHOr0 COAEPIKaHNS.
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Atpodus rupare:
KNUHUKO-(YHKLUOHANIbHbIE 0C06eHHOCTH

J1.B. Koronesa, W.B. 3onbHukoBa, H.LL. Kokoesa, H0.A. bobposckas, C.B. Munaw

HMWLL rnasHbix 6onesHen uM. FenbMronbua, MockBa, Poccuiickas ®epepauus

AHHOTALMA

Atpodums rupate ABNSETCA pefKUM FreHETUHECKUM MeTabosinyecKuM 3ab051eBaHNEM C @y TOCOMHO-PELLECCUBHBIM TUMOM Ha-
Ccef0BaHus, NMPOSBASIOLLMMCS NPOrpeccUpyIoLLEN XOpPUOPETUHANBbHOW aTpoduen C XapaKTepHbIMU NPOSBNEHUAMU Ha FNa3HOM
LHE 1 CHYXXEHWUEM 3pUTeNbHbIX GyHKUMIA. [TporHo3 3aboneBaHMs BO MHOrOM 3aBUCUT OT Pa3BUTUS U MPOrPeCcCUPOBaHUSA OCIOXK-
HeHWU (MaKyNApHbIX U3MEHEHMIA, KaTapaKTbl U [1P.), @ TAKKE OT COMYTCTBYHOLLEN HEBPOIOTMYECKOM M COMaTUYECKOW NaTONOMUH.

Lless. NMpepcTaBuUTb ONMUCaHKE TPEX KIMHUYECKUX Cy4aeB aTpodmm rvparte.

Mamepuan u Memodel. 06cnenoBaHo Tpu pebéHKa ¢ atpodmeit rupate B Bospacte 4, 10 u 15 net. Bcem naumenTam npo-
BOAMNIOCH KOMMJIEKCHOE 0hTanbMosornyeckoe 0bcnef,0BaHue € MCNOJIb30BaHUEM COBPEMEHHBIX METOA0B AUArHOCTUKM, BU3Y-
anu3auuu, aneKkTpodmanonornieckue UccnesoBaHus.

Pesynemamei. Hanbonee BbipaeHHble U3MEHEHWUS! HA TNIa3HOM JHEe C BOBMEYEHWEM B MaTONOTMYECKUA Npolecc Ma-
KynsipHO 30HbI HabnofakTca y nauueHToB bonee crapluero Bospacta. OgHaKo y pebEHKa 4 neT Npu OTCYTCTBUM BULUMBIX
M3MEHEHUIA B MaKyJie YXKe UMEKTCA BblpaXKeHHble BYHKLUMOHANbHbIE HApYLLUEHUS CETYATKK, BbIABASEMbIE NpU perucTpaumm
3/1IEKTPOPETMHOrPaMMBbI, CBULETENLCTBYIOLLME 0 Bofee paHHel MaHUbecTaLMM NaTonoruyeckoro npowecca. Y naumeHTos 6o-
nee ctapLuero Bospacta (10 1 15 neT) atpodms rmpate coyeTanach ¢ poBEOLLIN3UCOM U OPHUTUHEMUEN.

InddepeHumnanbHbIi anardo3 atpodum rvpate HeobxoAUMo NPOBOAMTL C MUOMMEN BbICOKOW CTEMEHM C y4acTKaMu nC-
Tpodumm no TNy «byNbIXXHOM MOCTOBOW» Ha NepUdepUn rNa3HOro Ha, HAaNOMUHAKLLME 04ark XOPUOPETUHABHBIX U3MEHEHNN
npu atpodum ruparte.

3aknwoyenue. TlauneHTbl ¢ aTpodmeit rupate HYXAATCA B MEXAMUCLMNIIMHAPHOM NOAXOAE C NPUBJIEYEHUEM HE TOJbKO
0(TanbLMOSI0roB, HO U NeMaTPOB, MEAMLIMHCKUX FTEHETUKOB M APYIvX CNIELMANMCTOB NpU CONYTCTBYtOLLel natonorui. Heobxo-
LMMO JanbHelLlee U3yyeHne AaHHOro 3ab01eBaHms C Liefbto pa3paboTKM reHHOM 1 KETOYHOM Tepanuu.

KnioueBble cnoBa: atpodua rupate; rupaTHas aTtpodus XOpPUOMAEM M CETYATKW; OPHUTMHAMMHOTpaHCGepasa;
3NEKTPOpeTUHOrpadus; oNTUYeCKas KorepeHTHas ToMorpadus.
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Girate atrophy: clinical and functional features

Ludmila V. Kogoleva, Inna V. Zolnikova, Nina Sh. Kokoeva, Julia A. Bobrovskaya,
Sergey V. Milash

Helmholtz National Medical Research Center of Eye Diseases, Moscow, Russian Federation

ABSTRACT

Gyrate atrophy is a rare genetic metabolic disease with an autosomal recessive inheritance that causes progressive
chorioretinal atrophy, fundus manifestations, and decreased visual function. The prognosis of the disease largely depends on
the development and progression of complications (macular changes and cataracts) as well as concomitant neurological and
somatic pathology.

AIM: To describe three clinical cases of hypertension.

MATERIAL AND METHODS: We examined three children with gyrate atrophy at 4, 10, and 15 years old. All patients underwent
a comprehensive ophthalmological examination, including modern diagnostics, visualization, and electrophysiological studies.

RESULTS: Although older patients have more pronounced changes in the fundus with involvement of the macular zone in
the pathological process, a 4-year-old child has pronounced functional retinal disorders detected during electroretinogram
registration, indicating an earlier manifestation of the pathological process. Gyrate atrophy was combined with foveoschisis
and ornithinemia in older patients (10 and 15 years old).

The differential diagnosis of gyrate atrophy should be carried out with high myopia with areas of dystrophy of the “cobblestone
pavement” type on the periphery of the fundus, resembling foci of charioretinal changes in hypertension.

CONCLUSION: Patients with gyrate atrophy require an interdisciplinary approach that includes not only ophthalmologists
but also pediatricians, medical geneticists, and other specialists with comorbidities.

Keywords: choroid and retinal atrophy, electroretinography, gyrate atrophy, hereditary retinal dystrophy, optical coherence
tomography, ornithine aminotransferase
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KJIHNHECKME CITYHAN

BBEJEHUE

HacnepctBeHHble auctpodmm cetyatkm (HAC) — 3to 06-
LUMPHas rpynna reHeTUYecKn reTeporeHHbIX 3abonieBaHui,
OT/IMYAIOLLAACH BbIPAXKEHHBIM KJIMHUYECKUM NMOUMophu3-
MOM 1 COMPOBOXAKLLAACA NPOTPECCUPYIOLLIM CHUMEHNEM
3peHus. B HacToswiee Bpems u3BecTHo 6onee 280 reHHbIx
MyTaumi, npusogawmx K HAC [1]. Hecmotpsa Ha To, yto HAC
OTHOCATCSA K pefKuM, opdaHHbIM 3aboneBaHUsAM, UX MeayKo-
couManbHas 3HaYMMOoCTb BECbMa Be/MKa, TaK Kak 3Tu 3abo-
NleBaHMs NPUBOASAT K WHBAZIMAHOCTW MO 3PEHWI0 C paHHero
AETCKOr0 WM loHOLLecKoro Bo3pacTa. OfiHoM 13 BULOB XopH-
opetuHanbHoi HIC aBnsetcs atpodus rupate (AI).

Atpodms rupate (OMIM 258870) sBnsieTcs peakuMm re-
HEeTMYeCKUM MeTabonnyeckuM 3abofieBaHUEM C ayTOCOM-
HO-PELIeCCMBHBIM TUMOM HacieA0BaHuSA, NPOSBASAIOLLMMCS
MPOrpeccupyloLLell XopuopeTUHanbHon atpodueit. Bnepsble
3abonesaHue 6bno onucaHo E. Jacobsohn B 1888 rogy
KaK aTWUMMyHoe NpOsBNIEHME MUTMEHTHOrO peTuHuTa [2].
C. Culter n E. Fuch Bnepsble onucanm Al Kak caMocTosTe b-
HYI0 HO30/10rM4eCKyto eanHuuy [3].

3abonesaemocTb npu Al coctasnset okono 1:1 500 000
MBOPOXAEHUIA [4], npu 3TOM caMas BbiCOKas 3aboneBae-
MOCTb 0bHapykeHa B OuHnanaum [5].

B HacToswee Bpemsa npu Al BbisiBneHo bonee 60 myTa-
L B reHe OpHUTMHaMUHOTpaHcepasbl (OAT), KoTopble npu-
BOAAT K JaHHOMy 3aboneBaHuio [5]. B pesynbTate MyTaumu
reHa, KOTopblid pacnonaraetcs Ha xpomocome 10g26, npouc-
XOOMT [eduuuT UK oTCyTCTBME MUPULOKCANb 3aBUCMMOIO
muToxoHapuanbHoro depmenta OAT. Kak cnepctsue, npo-
ncxoout 10-20-KpaTHoe yBesMYEHWE KOHLEHTPALMM aMu-
HOKMC/OTBI OPHUTMHA B Ma3Me, a TaKXKe ero HakomieHue
B MOYe, CMMHHOMO3TOBOW MMAKOCTU M BOASHUCTON Brare
naumenTos c Al.

MybnvKauum B 0TEYECTBEHHOW NUTEpaType OMUCHIBAKT
HabnoaeHus aTpoduu rvpate, B TOM YUCTIE C XapaKTepHbIMH
A1 POCCUICKOM MOMynaumMu MyTaumnamu [6].

MoBpexpeHne M aTpodus PeTUHANBLHOTO MUFMEHTHOMO
anutenus (P3) npuBoasT K aTpoduu XOPUOKaNUNNAPOB C
(hopMMpOBaHMEM XOPUOPETUHANBHBIX fereHepaTUBHbIX do-
KYCOB Ha cpefHed nepudepuy Ha NepBoN JeKafe KW3HH,
KOTOpble PacnpOoCTPAHSIOTCA K LiEHTPY MO HampaBJieHuIo
K Makyne. Ha Mogemu Al Ha MbllLax NOATBEPHAEHO rUCTO-
NOTMYECKHM, YTO ABNISETCA nepBon MuwieHblo npu Al [lo-
BpexeHne (HoTOpeLLenTopoB HOCUT BTOPUYHBIA XapaKTep
W ABNSETCA CNEACTBUEM TOKCUMYECKOTO BSIUSIHUS OPHUTMHA
W HapyLUEeHUs reMaTopeTuHanbHoro bapbepa. Bricokui ypo-
BEHb 3KCMpEeCCUM reHa OpHUTUHAMMHOTpaHCdepasbl B NuUr-
MeHTHbII anuTenmii cetyatkm (M3C) n Gonee HU3KKIA ypoBEHD
3Kcnpeccun B hoTopeLienTopax obbsAcHAeT, nodeMy P13 mo-
eT ObITb 0C06EHHO YYBCTBUTENEH K HAKOMIEHMIO OPHUTUHA
B cnyyae aeduumta OAT [5, 7].

CucteMHble nposienenus Al co CTOpOHbI LieHTpasnbHOM
HEpPBHOW CUCTEMBI, TaKWE KaK YMCTBEHHasA 0TCTaNoCTb U 3MK-
nencus, BMECTe C COMYTCTBYIOLMMI MOPAXKEHUAMU MbILLIL,
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MOryT BO3HWKaTb M3-3a BTOPMYHOro Aedmumta pochokpea-
TMHA, BO3HUKAIOLLLEro B pe3ynbTaTe MHIMbMpOBaHUS CUHTE3a
KpeaTuHa u3-3a runepopHutuHeMmm [7, 8]. CocTosHue Tak-
K€ MOXKET ObITb CBA3aHO C YPe3MepHOI IKCKpeLmen In3nHa
U LMCTMHA C MOYOWA NPX CHUKEHWM YPOBHA JIN3MHA, TyTaMu-
Ha, [NyTaMUHOBOMN KMUCNOTbI, aMMUaKa M KpeaTuHa B Nila3me.

Mpy rucTonorMyeckoM MccnesoBaHUM B CETYATKE Dbl
BbISIBNIEHbl 04aroBble y4acTKM aTpoduu GoTopeLenTopos
C rMnepnnasuei Npuexallero MMrMeHTHoro anuTenus. Pes-
KW Nepexop, OT MOYTU HOPMaJbHOWM CETHaTKM K 30HE MOYTH
nonHon atpodum cetyatku, PM3 n cocynmucToi 060n04KM
UMen MecTo B cpeaHei nepudepun cetdatku. Mpu uccne-
[0BaHUM METOLOM 3JIEKTPOHHOM MWUKPOCKOMUW BbISIBNEHDI
aHOManuW B MUTOXOHAPUAX 3HAOTENUSA POroBuLbl M Decnur-
MEHTHOr0 3NUTeNMA LmnmapHoro Tena [9].

MaHudecTaums 3aboneBaHus NpOMCXOAMUT HA MEpBOM
LECATUNETUN U NPOABNAETCA HapyLLeHWEM TEMHOBOIO
M CYMEpeyHOro 3peHus, CYXEHWeM Mofeli 3peHus W3-3a
nporpeccupyioLieii nepudepuyecKoin XopuopeTUHanbHOM
JereHepaumn, CONpOBOXKAAMOLLEeCs rMNepopHUTUHEMMEN.
JlanbHeiilee NporpeccupoBaHne KO BTOPOMY AECATUNETUIO
NPUBOAMT K MPOrPeccUpyloLLEMY CHUMEHWUIO LEHTPanbHOM
OCTPOTbI 3PEHMS, BO3HUKAIOLLIEE M3-3a PA3BMTUA MaKYNSPHbIX
M3MEHeHUI 1 3aHen cybrancynsapHon KaTtapakThbl. [porpec-
CUpYIOLLas NOTeps Mosien 3peHuUst U LieHTPanbHON OCTPOTHI
MPUBOAMUT K 3HAUUTENIBHOMY CHUKEHMIO 3pEHMs U CrienoTe
B 4—6 pecatunetun xm3hu. lpu odTanbMockonum nepude-
puyecKas XOpUOpeTMHabHAA ereHepaums BU3yanusupyeT-
CAl B BUAE OMCKPETHbIX (ECcTOHYATLIX Y4aCTKOB XOPUOpPETH-
HamnbHOM aTPodUM, KOTOPbIE MOCTENEHHO C/IMBAKOTCA U UMEIOT
MUMEHTUPOBaHHbIE Kpas C BUAUMBIMUA NOA, HUMU KPYMHbIMU
XopuougansHeiMu cocypamm [3]. MakynspHble U3MeHeHus,
CBA3aHHble ¢ Al, BK/IIOYAOT KUCTO3HBIA MaKyNAPHLIA OTEK,
(oBeOLUM3NC, IMMUPETUHABHYI0 MEMOPaHY M XOpUOPEeTUHASTb-
Hyt0 aTpodmio.

B03MOXHbBIMM OC/IOXKHEHWUAMM MOTYT ObITb MaKyNAPHbIN
paspblB, XOpMOMAANbHAA HEOBACKYNApKU3aLus, reModTanbMm,
YTO MPMBOAUT K eLLE Doniee 3HAUUTENIbHOMY CHUKEHMIO 3pe-
Hus [3].

TepaneBTMUECKOE NleYeHWe B HACTosLLee BpeMs Hale-
NIEHO Ha HEeCKOMbKO 3TanoB OpPHUTMHOBOrO NyTW. B ocHOB-
HOM 3TO JIeYeHMe CBA3aHO C MUTAHMEM, T.e. MOXM3HEHHbIM
OrpaHWYeHneM B paLMoHe NpUpofHOro 6esika, B CoYeTaHUM
C LpYrMMM TepaneBTUYECKMMM MepaMy, BKIItoYas fobasne-
HWe NMUPUAOKCUHA, IN3MHA U KpeaTuHa. 1o AaHHBIM pasnny-
HbIX UCCe0BaHNA, PEKOMEH0BaHHOE OrpaHuyeHne benka
B NULLEBOM pauuoHe cocTaBnsno 0,2-1,0 r/kr B oeHb.

Mupuaokeus (BuTamuH B1) sensetca KodaktopoM OAT,
ero MPUMEHSIIOT C LieNblo CTUMYAALMN 0CTaTOuHOW hepMeH-
TaTMBHOM aKTMBHOCTW. CpefiHss peKoMeHAayeMas [03a Co-
ctaBnsiet 405 mr/peHb (auanasoH 100-1000 mr/geHb) [3].

M3-3a oTCYTCTBMA MCCNEA0BaHWN C BbICOKOM AO0Ka3a-
TENIbHOCTbIO W TPYAHOCTbI0 B HA0MOAEHUM AaHHBIX OONbHBIX
Ha CErofHALLUHWUA MOMEHT OTCYTCTBYIOT K/IMHUYECKUE PEKO-
MeHJaLuMK1 1Mo TepaneBTUYECKOMY NEYEHUI0 U AUeTOTepaniu.
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Mbl NpeacTaBnseM onucaHue TPEX KIMHWUYECKUX Chy-
yaeB Al y meTei, npoxoauBLimMx obcne0BaHMe B AETCKOM
KOHCYNbTaTUBHO-NONMUKAMHUYECKOM oTaenedun HMUL,
rnasHolx 6onesHen wuM. lenbmronbua (nanee LleHTp)
B 2020-2022 rr.

Knunuueckuin cnyyan N2 1

[lesouka, 10 net. Pogunack 0T HopMasbHOM BepeMeHHo-
CTH, NepPBbIX CPOYHLIX poaoB. CoMaTuyecku 3nopoBa. C paH-
Hero JeTcTBa MpeAbABAsNA anobbl Ha HapyLLEHWe 3peHus
B TeMHoTe. OTanbMON0roM No MecTy }UTEJbCTBA BbISIBNEH
Ha rnasHoM JiHe aTpoduyeckue CiMBHbIE o4aru. beina 3ano-
Ao03peHa AT, ¥ 1eBOYKa HampaB/eHa Ha aHanm3 KpoBY Ha op-
HWUTUH. YpoBeHb OPHUTMHA B Myla3Me cocTaBun 541,52 MkM/n
(npu HopMe 22-405 MKM/n).

MonyyeHsl cnepytoLLmne pe3ynbTathl 0TasIbMOIOTMHECKO-
ro obcnepnoBanms B LieHTpe. MakcManbHo KOppUrMpoBaHHas
octpoTta 3penusa 00=0,3; 0S=0,3. Cdepuueckuii sKBuUBaneHT
pedpakumm O sph -4,75 gntp; 0S: sph -5,5antp. Nepea-
HWI OTAEN U ONTUYeCKue cpelpl 0bonx rnas 6e3 natonorum.
Mpy 0QTanbMOCKONMM B MaKyNspHOM 0bniacti B 060mMx rna-
3ax pedieKchbl OTCYTCTBOBANM, OMPEAENANCA MaKynspHbIi

Vol 18 (2) 2023
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oTéK. Ha cpedHeit u KpaiiHen nepudepun oBHapyeHb
MHOrOYMCIIEHHbIE XOPUOPETUHANbHbIE aTpoduyeckue oyaru
Benoro UBeTa, C YETKUMM rpaHMLaMu, pasHoKanubepHble,
yacTo cnvBaloLLMecs Mexay cobou. B obnactu ovaros Busy-
anu3npoBanuch cocyabl xopuongen (puc. 1).

C nomowpbto OKT BbISBNEHO 3HauMTENbHOE yBenuye-
HUe TOMLWMHBI ceT4yaTKM B Makyne: 0[] — 678 Mkm, OC —
651 MKM, 4YTO ABUNOCb CBUAETENIbCTBOM MHOXECTBEHHbIX
KMCT B MaKynsaipHou obnactu (poseotwmsuc). Ha OKT-ckaHax
XOpOLIO BUAHO, YTo 06pa3oBaHMe KWUCT M peTUHOLLM3UCA
MPOMCXOANT BO BHYTPEHHEM U HAPYXHOM S[EPHOM CNOSX
(puc. 2).

lpoBefeHne KOMMbIOTEPHON NEPUMETPUM Ha 0bomX rna-
3aX MOKa3a/o CHUXeEHWe 00LUel CBETOBOW YyBCTBUTENBHO-
CTW, MHOXECTBEHHbIE AedeKTbl NoJeN 3peHus, Koppenmpy-
foLMe C aTPOGUUYECKUMU U3MEHEHUSMM Ha TNasHOM [He.
Mpu peructpaums obLuen (CMeLLaHHOM) 3NEKTPOPETMHOTPaM-
Mbl (3Pl) BbISIBNEHbI MPU3HAKW BbIPAXKEHHOTO YTHETEHUS
(YHKUMI NepudepuyecKux 0TAEN0B CETYATKM U YMEPEHHOro
YrHETEHUs LeHTpabHbIX 0TAeNoB. [laHHble CBULETENbCTBY-
10T O MPeUMyLLLECTBEHHOM HapyLLeHUH BYHKLMA NanoyKoBoV
cucTeMbl (Tabn.1).

Tracing HD ( 120/120 ) Ultra Fine Retinal Intensity +5

v

’,
!

)

Puc. 1. 3oHbl XopuopeTuHanbHoi atpoduu Puc. 2. MakynapHble KUCTbI U PETUHOLUIM3MC MO AaHHBIM OMTUYECKOH KOrepeHTHO! TOMo-

Ha r11a3HoM JHe. rpaduu.

Fig. 1. Zones of chorioretinal atrophy.

Tabnuua 1. Mokasareny anekTpopeTuHorpamMMbl (3PT). Cryyaii N° 1
Table 1. Electroretinogram (ERG) values. Case N 1

Fig. 2. Macular cysts and retinoschisis according to optical coherence tomography.

Mpas.biii rnas JleBblit rnas Hopma

06was 3PT Right eye Left eye Normal

Summary ERG Amnnutyaa, MkB | JlateHTHocTb, Mc | AMnnuTyga, MKB | JlateHTHOCTb, MC | AMRAKUTYAQ, MKB | JlaTeHTHOCTb, MC
Amplitude, pV Latency, ms Amplitude, pv Latency, ms Amplitude, pV Latency, ms

BonHa «a» 6 24 A 22 =150 <26
Wave «a»
hoHa (@ 2 63 2 57 5250 <4b

ave «B»
Put™m. 3PT
30y
Rhythm ERG b= - 3-4 - >10 -
30 Hz

DOl https://doiorg/10.17816/rpoj352493
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Puc. 3. CnuBHble xopuopeTuHanbHble ovarn Puc. 4. KUCTOBWAHBIN MaKynspHbIi OTEK W OTCYTCTBUE C/os GoTopeLienTopos B nepudepu-

Ha I'IepMdJepMVl rNasHoro AHa. YeCKnx otaenax.

Fig. 3. Confluent chorioretinal lesions on Fig. 4. Cystic macular edema and the absence of a layer of photoreceptors in the peripheral

the periphery of the fundus. regions.

Tabnuua 2. lNokasarenu anekTpopeTuHorpammel (3PT). Cnyyaii N2 2
Table 2. Electroretinogram indicators (ERG) values. Case N° 2

MpaBbivi rnas JleBbiti rnas Hopma
06was 3PT Right eye Left eye Normal
Summary ERG Amnnutypa, MkB | JlateHTHOCTb, MC | AMnnuTyAa, MKB | JlateHTHOCTb, MC | AMNAMTYAQ, MKB | JlaTeHTHOCTB, MC
Amplitude, pv Latency, ms Amplitude, pv Latency, ms Amplitude, pv Latency, ms
poa @ i 21 5 17 >150MKB <26 Mc
ave «a»
poHa @ 50 50 3% 48 >250 MKB <bb Mc
ave «B»
Put™m. 3PT
30Ty 5 MKB 6 MKB
Rhythm ERG >30 mkB
30 Hz

AMNnnTYAa CTaHaapTM3MPOBaHHOMN BbICOKOYACTOTHOM pUT-
muyeckoi APl Ha 30 'y TakKe Oblia CHUMEHa, YTO CBUETENb-
CTBOBAO O CHIKEHNUM PYHKLMM KONBOUKOBOI CUCTEMBI.

Knunnueckuin cnyyan N2 2

Monopoii yenoBek, 15 net, ot 3-i bepeMeHHOCTH, Npo-
TEKaBLIEN C MPEe3KNaMrcueld, AByX OMepaTMBHbIX POJOB
B aHaMHe3e Matepu. Habmiopaetcs y TpaBMartonora-opTo-
nega c auarHosoM bonestb [lepTeca, B HacToslLee Bpems
nmeet Bec 40 Kr, poct 159 cM. BnepBsble CHUKEHME 3peHus
3aMeTun B 6 NeT, Bbina BbiBNEHa MAOMUSA CpeaHel CTeneHN
C acTUrMaT3MoM, HasHayeHa 04KoBas Koppekums. 0bpatun-
cs B LleHTp ¢ »anobamm Ha CHUKEHWe OCTPOTbI 3pEHNS, Ha-
PYLLEHUSA 3pEHUA B CYMEPKaX.

MonyyeHsb! cnefytoLLme pesynbTaTbl 0TanbMONOrNYecKo-
ro obcnepnoBanms B LieHTpe. MakciManbHo KOppUrMpoBaHHas
octpoTa 3penus 0[=0,2; 0S=0,15. Cdhepuuieckuii 3KB1BaneHT
pedpakuum 0[: sph -5,5 antp, OS sph -6,5 antp. MNepeaHuii
OTAEN W OnTUYecKue cpefbl 0bomx rnasax bes natonorum.
Mpu odTanbMOCKONUK Ha cpeiHeln Nepudepum rasHoro fHa
BbISIB/IEHbI C/IMBHbIE aTPOPUYECKME XOPUOPETUHANBHBIE 0Ya-
M C YETKUMM TPaHULLAMU U MUTMEHTOM (puc. 3).

DOl https://doiorg/10.17816/rpoj352493

Mo paHHbiM OKT, BbISIBIEH KMCTOBUAHBIN MaKynspHbIiA
OTEK M 0TCYTCTBME CNos (DOTOPELLENTOPOB B NEpUPEpPUYECKUX
oTaenax Hempoanutenus (puc. 4).

Mpu KoMnbloTepHO NepuMeTpuM Ha 0b60MX rnasax Bbl-
ABNeHbl fedekTbl nonen 3penusa B npegenax 30 rpapycos,
CHUXKEeHWe 0bLLEeN CBETOBOM YyBCTBUTENBHOCTH, pPacLUMpeHUe
Crienoro nsTHa cnpaea.

PesynbTatel 3P noka3anu Bblpa)KEHHOE YrHeTeHue
(QYHKUMM HapyXKHBIX CMIOEB CETYATKM, KaK NanoyKkoBOW, TaK
1 KonboyKoBoM cucTeM (tabn. 2).

Mpu aHanu3e KpoBM Ha OPHUTUH YPOBEHb OPHUTMHA
B N/1a3Me KpoBu cocTaBun 313 MKMoJb/N, YTO BbILLE HOPMb
(18,51-79,68 Mkmonb/n).

KnuHuyeckun cnyyan N2 3

Manbuuk, 4 ropa, oT 2- 6epeMeHHOCTH, NpOTEKaBLUE
6e3 natonoruu, BTOpbIX CaMoCTosATeNbHbIX pogoB. ComaTu-
YeCKMM aHaMHe3 He OTAroweéH. 0bpatunuck ¢ kanobamm
B LIeHTp Ha CHWXeHWe 3peHus BOanb.

MonyyeHbl cnepylowme pesynbTathl odTanbMosoruye-
cKoro obcnepoBanusa B LieHTpe. MakcumanbHo Koppuru-
poBaHHas ocTpoTa 3penus: 0[=0,2; 0S=0,3. Pedpakums
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Tracing HD | 115 ) Ultra Fine Retinal Intensity +§

Puc. 5. XopnopeTtuHanbHble oyarv Ha nepu- Puc. 6. CrnaxeHHOCTb (hOBEONSPHOrO KOHTYpa M OTCYTCTBME C/0A (GOTOPEeL,enTopoB.

epum rnasHoro aHa. Fig. 6. The smoothness of the foveolar contour and the absence of a layer
Fig. 5. Chorioretinal lesions on the periphery of photoreceptors.
of the fundus.

Tabnuua 3. MNMokasatenu anektpopetuHorpamMmbl (3PT). Cnyyaii N2 3
Table 3. Electroretinogram indicators (ERG) values. Case N2 3

JleBbiit rnas
Left eye

Mpasbiii rnas
Right eye

Hopma

O6was 3PT Normal

Summary ERG

Amnnutyaa, MkB

JlaTeHTHOCTb, MC

Amnnutyaa, MkB

JlaTeHTHOCTB, MC

Amnautyaa, MkB

JlaTeHTHOCTb, MC

Amplitude, pV Latency, ms Amplitude, pV Latency, ms Amplitude, pV Latency, ms
BonHa «a» 27 19 20 18 150 Y
Wave «a»
BonHa «B»
Wave «8» 45 (38) 47 4 (39) 47 5250 kb
Putm. 3PT
30y
Rhythm ERG 16 15 >10 _
30 Hz
B ycnosuax umknonnerum: Of1 sph +2,0 antp, 0S cyl +1,0 ax OchmﬂEHME

100°. Mpun odTanbMOCKONMM Ha rNasHOM [He B MaKyfe Bbl-
SIBMEHa CrNaXKeHHOCTb pedIeKCcoB, Ha cpefHei nepudepun
CeTYaTKW BUIHbI CTIMBHBIE XOPUOPETUHANbHbIE 0Yark benoro
LiBETA C YETKMMU FpaHMLLIAMU U TUTMEHTOM, C «MPOCBEYMBa-
foLLMMMCS» COCYAaMU Xopuomnaen (puc. 5).

Mo paHHbIM OKT, y ManbyMka oTMevaeTcs CriiaeH-
HOCTb (hOBEOJIAPHOIO KOHTYPA, YMEHbLLEHME TOJLLMHBI CET-
YaTKW B MaKyJie, a TakKe 0TCyTCTBMe /oS GoTopeLenTopoB
(puc. 6).

Mpu peructpauum 3Pl BbISBNEHO 3HAYUTENIBHOE CHUXKE-
HWe QYHKLMU HapYXHOW 1 BHYTPEHHUX CETYATKW KaK nanoy-
KOBOM, TaK W KONBOUKOBOM cucTeM (Tabn. 3).

KomnbloTepHyto nepumetpuio (KM) B cnyyae N2 3
He y4anocb NpOBECTM M3-33a MJIafleHYeCKOro BO3pacTa
nauueHTa. [pn BUOXMMUYECKOM aHann3e B Mia3Me KpoBU
BbISIB/IEH YPOBEHb OPHUTWHA, NPUOANKAIOLLMIACA K HUXK-
Hel rpaHuue Hopmbl 30,5 MkMonb/n (npu Hopme 39,00-
61,00 MKMob/N).

Bce nauueHTbl HanpaBnieHbl Ha MeAMKO-TeHeTUYeCKoe
obcnefoBaHve C Lebl0 FeHeTUYECKOW BepudmMKaummn aua-
rHo3a. B HacTosiLee BpeMs pe3ynbTaThl eLLE He NOsyYeHbI.

DOl https://doiorg/10.17816/rpoj352493

Atpodus rupate (Al) xopouaen n cetyatkm (GAGR) sBns-
eTCs PeKMM ayTOCOMHO-PEeLLeCCMBHBIM 3aboneBaHWeM rnas.
Y naumeHTOB 0TMeYaeTCs NPOrpeccupytoLLas noTeps 3peHus,
HauMHatoLLasca ¢ 6NIM30PYKOCTM M HUKTANoNUu B NepByto fe-
Kafy XU3Hu, KoTopas nporpeccupyet K 50 rofam o noHoi
cnenotbl. PaspaboTaHbl Mogenu in vitro, KoTopble MOryT UC-
nosib3oBaTbecA 518 boniee rybokoro NoHMMaHMs natoreHesa
aToro 3abonesaHus.

B 0630pe nuTepatypbl, 0xBaTbiBatowweM 33 uccnenosa-
Hua (n=107 naumeHTOB), CBA3aHHbIE C TepaneBTUYECKUMM
BMeLUaTenbcTBamMu y naumentoB ¢ GACR, B 6onblunHcTBE
CBOEM MNpeLCTaBNANM KIMHUYecKue cyyam (n=27) unm ce-
puu ciyyaeB (n=4). PaHAOMM3MPOBaHHbLIX KOHTPOJIMPYEMbIX
UCMbITaHWN WAW KPYMHBIX KOFOPTHBIX MCCNeA0BaHMI 06Ha-
pyeHo He bbinto. [prMeHseMble MeTOLbI leYeHUs BKT0Ya-
NN aveTbl C orpaHnyeHneM benka, LobaBKM NUPUOOKCUHA,
KpeaTWHa WNW MpefLIecTBEHHUKOB KpeaTuHa, L-nusmHa
u nobaBkM nponuHa. [IMeTbl ¢ orpaHnyeHneM Benka CHu-
Xanu ypoBeHb OpHUTWHA B AuanasoHe oT 16,0 po 91,2%.
YyBCTBUTENBHOCTb K NUPUAOKCUHY UMena MecTo npu 30%
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OnucaHHbIX MyTaumin. [lobaBKa iM3MHA CHUXana YpOBEHb
OpHUTMHA Ha 21-34% [10].

PesynbTaTbl Hawwux WcCNeAoBaHWA MOATBEPKAANT,
uto Al ABnseTcs pefKuM 3abonieBaHUEM, C XapaKTepHbIMY
MPOSIBNIEHUSIMU Ha N1a3HOM [IHE U CHUXEHWEM 3PUTENbHbIX
GYyHKUMIA. Hanbonee BbipaxeHHbIE W3MEHEHWA Ha [Nla3HOM
LHE C BOBJIEYEHUEM B NATOMIOMMYECKMIA NPOLLECC MaKyNsApHOiA
30HbI, HabmloaaloTcs y NaumeHToB bonee cTapLuero Bo3pacTa.
OpHaKo y pebeHKa 4 neT npu OTCYTCTBUWN BULUMBIX U3MeHe-
HWI B MaKyne yXKe MMEKTCA BblpaXKeHHble QYHKLMOHabHbIE
HapyLUeHUs CeTYaTKK, BbisBNsieMble Npu peructpaumn 3PT,
CBUAETENbCTBYIOWME 0 Bosee paHHel MaHudecTaumu naro-
NOTMYECKOro npouecca. B oTeuecTBeHHOI ITepaType onucaH
cnyyai Manudectaumm Al B MnageHueckoM Bo3pacte [11].

AHanu3 faHHbIX N03BOJISET OMPESENUTL OCHOBHbIE MYTH
nccnefoBaHuid. lMpexae BCero, Hay4Hble U3bICKaHNUA [OMK-
Hbl ObITb HampaBfieHbl Ha pacndpoBKy BruoxmMMmueckoro
nytu OAT Ans BbISBNEHWS ApYrUX BO3MOXHbIX NaTonoru-
Yeckux MeTabonuToB NOMUMO OpHWUTMHA. [pyruM Hanpas-
NIeHWEM UCCNefl0BaHNA SBNSAETCA NpeABapuTENIbHOE onpe-
LeNeHne KOHKPETHbIX MoKasaTteneil KIIMHUYeCKoro mucxona
Al'. HeobxoauMo Takxe paboTaTb B HanpaBieHUM CO3AaHuA
MEX/YHapOLHOW KOropTbl AJ1S OMUCaHUA eCTECTBEHHOIO
TeyeHus 3abonesaHus. B HacTosLiee BpeMs KIMHUYECKUX
nccneposauid Al He nposoauTcs. Kak v B ciyyae gpyrux
HacneACTBEHHbIX 3aboneBaHuii CeTYaTKM FeHHas W KieTou-
Has Tepanus ABNfeTcA MHoroobeLLatoLLein TexHonoruen [12,
13].

3AKJIKYEHUE

InddepeHumnansHblii anarHos atpodum ruparte Heobxo-
[MMO NPOBOAUTL C MUOMNMEN BbICOKOI CTEMEHM C y4acTKaMm
AMCTpodumM No Tvny «byNbIKHOM MOCTOBOM» Ha nepudepumn
[Ma3HOr0 [Ha, HamoMMHalLMe oyYark XOpUOPEeTUHAIbHbIX
n3MeHeHUd npu atpodmm rupate. KomnnekcHoe odTanb-
MoJoruyeckoe obcnefoBaHMe C UCMONIb30BaHWEM COBpe-
MEHHbIX METO[0B AMarHOCTUKY, BW3yanu3aluu, 3eKTpo-
du3mronornyeckue UccneL0BaHNUA NO3BONAT BbISBUTL PaHHMUE
HapyLLeHUs 3pUTeNbHBIX QYHKLMIA, OCYLLECTBAATb KOHTPOSIb
3a TeyeHWeM 3aboneBaHus. MaumeHTbl ¢ aTpodueii rupate
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HY>X[al0TCAa B MeXAncuuninHapHoM noaxone, ¢ npusnede-
HWEM He TOJIbKO OdJTaJ'IbMOJ'IOFOB, HO W neanatpos, Meau-
LUMHCKUX TEHETUKOB U Opyrux cneunanncrTos npu COYeTaHHOM
farosornn.

AOMO/IHUTE/IbHO

UcTouHuk duHaHcupoBaHus. ABTopbl 3asBsloT 06 OTCYTCTBUM
BHELLIHEro GUHaHCMPOBaHUS NPY NPOBELEHNM UCCNeL0BaHMS.
KoHbnuKT uHTepecoB. ABTOpbI [AEKIApUPYIOT OTCYTCTBME SBHBIX
1 NOTeHUMANbHbIX KOHQIMKTOB MHTEPECOB, CBA3aHHbIX C MybnnKka-
LMeN HacTosLLIEN CTaTbu.

Brnap, aBTopoB. Bce aBTOpbl NOATBEPK/AIOT COOTBETCTBME CBOEMO
aBTOPCTBA MeXyHapoaHbIM Kputepmsam ICMJE (Bce aBTopbl BHEC/N
CYLLLECTBEHHBIM BK/af, B pa3paboTKy KOHLENLWKW, NpoBeeHe Mc-
Ce10BaHWsA 1 NOATOTOBKY CTaTby, MPOYAM 1 0f06pUAM DUHAMBHYIO
Bepcumio nepen nybnvkaumen). Hambonblumin BKNa, pacnpefenéH
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[u3aiHa uccneposanms, W.B. 3ombHMKOBa — HanmcaHWe TekcTa
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NaLMeHTOB, NPOBEIEHNE UCCIe0BaHUIA, PejaKTUPOBaHWe CTaTby,
C.B. Munaw — pefaktvpoBaHve cTaTbu, NpoBefeHne Uccneaosa-
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HectanpapTHble cnyyau 6nedapontosa y naumueHTos
C noaKoXxHou opMoi aupodpunsprosa, XpoOHMHECKOM
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AHHOTALMA

MeauKo-coumManbHas 3HaYMMOCTb OMYLLIEHWS BEPXHEr0 BeKa CBsA3aHa C [OCTAaTOYHO BbICOKOM YacTOTOM BCTPEYaeEMOCTH,
oHa cocTaBnseT 1o 32% cpeay nauMeHToB odTanbMonoruyeckoro npoduns. Y naumeHToB ¢ 6nedaponTo3oM CyLLecTBEHHO
CHUXAETCS KAYeCTBO XU3HU 33 CYET Pa3/IMuHbIX NOCIEACTBUN, TaKUX KaK LeduuuT nons 3peHus cBepxy, GYHKLMOHabHaS
C/1enoTa, KOHTPaKTypa MbILLIL, LLIEW, CHUXKAIOLLME NMCUX03IMOLMOHANBHBIA QOH M3MEHEHWS BHELLHOCTU W ap.

[1T03 BepXHero BeKa MOXeT pa3BuUBaThCS BCIEACTBUE PEAKUX M Jaxe KasyMCTUUYECKMX MPUUMH, TaKUX KaK Me[IeHHO Mpo-
rpeccupyloLLias HapyxHas odTanbMonnervs, bnedapoxanasuc annepruyeckoro NPOUCXOXAEHNUS U KpaliHe peaKo Kak 04HO
13 NpOSABNIEHNIA/NOCNELCTBUI NOAKOXHON hopMbl Aupodunsapuosa. Takve 3aboneBaHUs BCTpeYaoTCs BecbMa pefKo (MeHee
10 3aboneBwmx Ha 100 000 yenoBeK HaceneHus), UIMEHHO MO3TOMY OMUCAHUS OTAESNbHLIX KJIMHUYECKUX Cly4aeB BaHbl
ANs feTanu3aumm u 0606LLeHNs 3HaHMI 06 3THoNaToreHe3e, BO3MOXHOCTSAX KIIMHUKO-AMArHOCTUYECKUX MEpOnpUATUii U 3d-
(GEeKTMBHOCTM NIEYEHNS MaTONOMUN.

Llenw. TMokasaTb B3aMMOCBA3b 3TMONATOreHe3a, AWHaMOMETPUYECKUX MOKasaTenel MbllLbl, NOAHUMAIOLLEN BepxHee
BEKO, W BblbOpa TAKTUKM XUPYPrUYECKOr0 NIEYEHMS Ha MpUMepax KIIMHUYECKUX cryyaeB briedaponTosa y nauMeHToB C Xpo-
HWYECKOM NPOrpeccupyioLLen HapyxHo! odTanbMoneriei, NoAKoXHON GopMoit aupodunaprosa, bnedapoxanasucom an-
NepruyecKoro NPOMCXOKAEHMS.

Mamepuan u Memodel. B cTatbe npefcTaBnieHbl 3 KIIMHUYECKUX CyYas C pasHbIMKM NPUYMHAMW Pa3BUTUA MTO3a BEPX-
Hero BeKa. bonbHBIM ObiM NpoBefieHbl CTaHAapTHblE 0(TaNbMONOrUYECKUe UCCNEL0BaHUS M AMArHOCTUKA OCHOBHOIO 3a-
boneBaHus, a TaKKe CAeNnaHbl AMHaMOMETpPUYeCKMe 3aMepbl COKPaTUTENbHOW CMOCOBHOCTU U YTOMASEMOCTU MbILLILbI, MOA-
HUMaloLLel BepXHee BEKO.

3arnoyenue. MNpu Bolbope MeTOLA XMPYPrUYeckoro NieueHus brnedaponTtosa MCMoNb30BaHbl AaHHbIE COKPATUTENbHO
CnocobHOCTM 1 YTOMASEMOCTH MbILLLbI, NOAHUMAIOLLLEN BepxHee BeKO. C y4ETOM NpuUymMH pa3suTus bnedaponto3a BO3MOXHO
nonyyeHne obBEKTUBHBIX Pe3ysibTaToB OMepaTUBHOW KOPPEKLMM OMYLLEHWUS! BEPXHErO BEKa, YTO CMOCODBCTBYET YNyuyLLEHUIO
KauyecTBa XKM3HM MaLWeHTOB.

KnioueBble cnoBa: 6nedaponTos; MeaneHHO NpOrpeccupylollas HapyxHas odTanbMonerus; noakoXkHasa ¢opma
AMpohunsapuo3a; bnedapoxansasuc anaepruyeckoro NPOUCXOXAEHUS; KIIMHUYECKME HabMOLEeHNS.
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Nonstandard cases of blepharoptosis in patients
with subcutaneous dirofilariasis, chronic progressive
external ophthalmoplegia, and blepharochalyasis

of allergic origin (clinical observations)

Irina A. Filatova, Julia P. Kondratieva, Sergey A. Shemetov, Marina S. Trefilova

Helmholtz National Medical Research Center of Eye Diseases, Moscow, Russian Federation

ABSTRACT

The medico-social significance of upper eyelid omission is associated, on the one hand, with a relatively high frequency
of occurrence (up to 32% among ophthalmic patients) and, on the other hand, with a significant decrease in the quality of life
of patients with blepharoptosis due to the appearance of various consequences—a deficit of the field of vision from above,
functional blindness, contracture of the neck muscles, and a reduction in the psycho-emotional background of appearance
changes.

Ptosis of the upper eyelid can develop from a variety of rare and even casuistic causes, including slowly progressing
external ophthalmoplegia, blepharochalasis of allergic origin, and extremely rare as one of the manifestations/consequences
of subcutaneous dirofilariasis. Because these diseases are rare (less than 10 cases per 100,000 population), even descriptions
of individual clinical cases are important for detailing and generalizing knowledge about etiopathogenesis, the possibilities of
clinical diagnostic measures, and the effectiveness of treatment for the pathologies under consideration.

AIM: Using clinical cases of blepharoptosis in patients with chronic progressive external ophthalmoplegia, subcutaneous
dirofilariasis, and blepharochalasis of allergic origin to show the relationship between etiopathogenesis, upper eyelid lifting
dynamometric muscle parameters, and surgical treatment methods.

MATERIAL AND METHODS: This study presents three clinical cases with different causes of the development of upper
eyelid ptosis, which were performed in addition to the standard ophthalmological examination, diagnosis of the underlying
disease, and dynamometric measurements of contractility and fatigue of the upper eyelid lifting muscle, followed surgical
treatment methods.

CONCLUSION: Data were used in determining the contractility and fatigue of the muscle that raises the upper eyelid while
deciding on a surgical treatment method for blepharoptosis. Considering the causes for the development of blepharoptosis, it
is possible to obtain good results from operative correction of the upper eyelid omission, which improves their quality of life.

Keywords: blepharochalasis of origin; blepharoptosis; clinical observations; slowly progressive external ophthalmoplegia;
subcutaneous dirofilariasis.
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KJIHNHECKME CITYHAN

BBEJEHUE

MeauKko-coumanbHas 3HaYMMOCTb OMYLLEHWUS BEPXHEro
BeKa CBAi3aHa C [OCTAaTOYHO BbICOKOW 4acTOTOM BCTpeyae-
Moctn — 0 32% cpeny NauMeHToB 0QTaNbMOIOrMYECKOro
npodunsa [1-3]. ¥ naumentos ¢ bnedapontosom (bI) cywie-
CTBEHHO CHWXAETCS KA4eCTBO XM3HM 33 CYET MOSBJIEHMS
Pa3nnyYHbIX NOCNEACTBUIA, TaKUX KaK AeduumuT nons 3peHus
cBepxy, GyHKUMOHaNbHas CNenoTa, KOHTPAKTYpa MbLLIL, LLIeH,
CHVKAIOLLME MCMX03MOLMOHAMbHBIA GOH N3MEHEHUS BHELL-
HocTv 1 ap. [4-11]. [ina MHorux naumeHToB briedaponTo3
ABNAETCSA NPUYMHON 3aHUKEHUA CAMOOLIEHKM U hopMUpOBa-
HWA HEeraTMBHOrO MCMX03MOLMOHANBHOTO (OHa, YTO TaKKe
€nocobCTBYET YXYALLEHMIO KauecTBa xu3hnm [12-17].

CyLLecTBYET MHOXECTBO MPUYMH OMYLLEHUS| BEPXHErO
Beka. CaMblin pacnpocTpaHéHHbIn bnedaponto3 — BpOX-
LEHHbIN [0 44,35% cnyyaes [18, 19], B MeHbLUeN CTeneHm
ceHunbHbIn — [0 13,5% [20]. Mo aaHHbIM S. Rasiah u coasr.,
cpeav nmu oboero nona (n=266) B Bospacte ot 18 go 40 ner,
CTpafatoLmx npuobpeTéHHbIM bnedaponTo3oM, Hambonee
yacTo (28,2% nauneHTOB) 0TMeYancs TpaBMaTUYECKUI MT03,
uytb pexe (19,9%) — aHodTanbMuueckuii BI1, npumepHo
y 4% 6onbHBIX ONyLLEHME BEPXHErO BeKa bblio CBA3aHO C HO-
LLEHWNEM MAMKUX KOHTaKTHbIX uH3 [21]. Y peten po 18 net
(n=268) yalue Bcero npuymHamu npuobpeTéxHoro bl bbimn
LETCKMe reMaHrnoMbl BepxHero BeKa (34,3%) u TpaBMbl
(15,3%) [22].

OTHocuTenbHo Hevacto (MeHee 10 3aboneBLumx
Ha 100 000 4enoBeK Hacenenus)) peructpupyetcs oneda-
pONTO3 BCNELCTBUE MEeJJIEHHO NPOrPEeCCUPYIOLLEN HapYXHOIA
odTanbMonerMm, Kak ofjHO W3 NposBAEHUIA/NOCNeACTBUIA
MOLKOXHO opMbl Aupodunsapuosa [23], bnedapoxanssuca
annepruyeckoro NpoUCXoXaeHus [24].

XpoHuueckas nporpeccupylollas HapyxHas odTanbMo-
nnerus (chronic progressive external ophthalmoplegia, CPEQ)
ABNAETCA OLHOW M3 GOPM MUTOXOHAPUANBHOW NaToNOrUK.
Mpnumnamu CPEO n gpyrux MuTOXOHApPHUanbHbIX 3aboneBa-
HWI CYMTAKOT FEHHbIE TOYEYHble MYTALMM Ha YPOBHE MMTO-
xoHapuansHon JHK (MTOHK), a Takke aeneuuio 1 oynivka-
LMo oTAeNbHbIX yyacTkoB MTIHK. PesynbtaToM 0TMeYeHHbIX
HapYLLEHWIA CTaHOBATCA PacCTPOMCTBA MPOLLECCOB OKUC/U-
TenbHOro GocdopunMpoBaHNUA /UM NPOLECCOB OKUCTEHMS
JKVUPHBIX KUCIIOT B MUTOXOHAPUSIX, CBA3aHHbIE C 3TUM QOpMU-
poBaHve feduumta ATO u HapylweHue 3HeproobecneyeHus
KneTok [25]. M. Yamamoto 1 coaBT. npeacTaBuim onucaHue
KnMHuyeckux cnydaeB CPEO y 10 maumeHTOB, y Kaxpo-
ro U3 3TUX Nlofei Obino BbISBNEHO OTCYTCTBUE LUTOXPOM-
C-okcupasbl AbixatenbHoi uenm [26]. G. Siciliano u coasr.
OTMETUNIN TeTePOreHHOCTb 3ab0s1eBaHMS, BO3MOXKHOCTb Ha-
cnepnoBakna CPEO Kak no ayToCOMHO-AOMUHAHTHOMY, TaK
M N0 ayTOCOMHO-PEeLeCCUBHOMY Ty, YacTo BCTPEYaloLLy-
ecs MHoxecTBeHHble feneuyn MTOHK, coueTaBmecs ¢ my-
TauMAMU SAEPHBIX TEHOB, Pa3BMBAIOLLMICA BCes, 3a 3TUM
aeduumt umtoxpoM-C-oKkenaassl u/mnm kosHsuma Q10 [27].
MepBbIMA CUMMTOMaMM XPOHUYECKOW MPOrpeccupytoLLen

T.18,N22, 2023

DOl https://doi.org/10.17816/rpaj352490

PoccuiicKasn neamnarpmn4ecKas OdQTaﬂbMOﬂOFMH

Hapy»Hoit odTanbMonerum SBNAOTCA LBYXCTOPOHHMIA bne-
(aponTo3 1 AUnaonus, K KOTopbIM B AanbHelLeM, o Mepe
pa3sutua CPEQ MoryT npucoeavHuTbCA OrpaHuyeHns ABu-
KEHUS TNa3HbIX A6/0K BO BCEX HaNpaB/eHUsX, KepaTonaTus,
aTpodus NMLEBON MUMUYECKON MYCKYNaTypbl, HapyLIEHUs
nepexeBblBaHUS MWLM U op. HenocpecTBEHHON NpUYMHOM
bnedaponTosa senseTcs 0bycnoBEHHas MMNO3Pro3oM cna-
00CTb MbILLLbI, NOHUMAIOLLEN BEPXHEE BEKO U/UNW BEPXHEVH
Tap3anbHOM MbILLLbI [28].

[npodunspros senseTcs napasuTapHbIM 3aboneBaHu-
eM fofen, KnaccuduumupyeTcs Kak TPaHCMUCCUBHBINA Buo-
resbMMHTO3 (Tpynna HeMaTof030B), pa3BUBaeTCA BCNeA-
cteue uHBasum Dirofilaria repens, nepenaetcs yenoBeky
yepe3 KOMapoB-NepeHOCYMKoB. PasnuualT BuCLiepanbHyL
1 NOAKOXKHY0 dopMbl 6one3Hu. [pu KoxHoi dopme 3abo-
NeBaHWsl MPUMEPHO Y Y2 YaCTU 3apaEHHbIX NtoAeli napasut
NIOKanu3yeTca Nof KOHBIOHKTUBaNbHOK 0605104KO0I opraHa
3peHns UK B NMOAKOXKHOW KNeTyaTKe BeK C 0bpa3oBaHMeM
BOKpYr cebs 60/1e3HEHHbIX U OTEYHbIX 303UHOMMUILHBIX UH-
(GUNbTPATOB C NMOKPACHEHUEM KOXM Hag HuMK. VHoraa ¢ pas-
BMTUEM CUCTEMHOrO 0TBETA OpraH13Ma Ha BHeApeHue napa-
3uTa B Buae hebpubHOro MOBLILIEHUS TeMMepaTypbl Tena,
MpW 3TOM CO CTOPOHbI NMOPAXEHHOrO OpraHa 3peHns oTMeya-
totca bnedaponTos, bnedapocnasm, cnesotedenue [29, 30].

(MakTopamu pucka bnedapoxanssuca (bX) ssnstTcs
HEKOTOpble aHaTOMMYecKne 0COOEHHOCTU BEPXHEr0 BeKa,
a MeHHo cnabocTb Tap3oopbuTanbHoi dacumum (TOD) n 6onb-
was nnowaap npobogeHns TOD cyXoKmbHON YaCcTbo MblLL-
Lbl, NoAHMMatoLLen BepxHee Beko (MIBB). Takke pa3BuTuio
BX cnocobcTBYlOT NOBbILLEHWE AaBNeHUs B OpbuTanbHO
KIeTyaTKe, HacNeACTBEHHas NPeLPacnoNOEHHOCTb, Herny-
Bokas nocagka rnasHoro s6noKa, YacTble NOBTOPSHOLLMECS
oTéku BeK [31]. Y numu, cTpajalowwmx runepyyBCTBUTENBHO-
CTbl0 HEMeZAJIeHHOr0 TUMa, MOBTOPSIOLLMECS MHOTOKPATHO
OTEKM BeK UMeloT ocobeHHoe 3HauyeHve Ans GopMMpoBaHus
bX. CaaBneHne 0TEYHOM KMOKOCTBIO apTepUasbHbIX MUKPO-
COCY0B BEK MPMBOAMT K pacCTpOMCTBaM MOCTaBOK KUCIIO-
poja K TKaHAM, 3aflepXKe B HUX MOLNEXALUMX YAANeHUIo
NPOAyKTOB 00OMeHa, 3aKucneHuto cpepbl. Pe3ynbTtatoM
MHOrOKPATHbIX MOBTOPOB OTMEYEHHbIX HapyLUEeHWU MUKPO-
LIMPKYNIALMM NPU UX COYETaHMM C BAIUSIHMEM ApYruX GaKkTopoB
pucka bX cTaHoBuTCS pasBuTHe BeCTPYKTUBHOM AedopMaLmuu
BeK. [1o faHHbIM J. Zhouw coaBr., fiecTpyKTMBHaA AedopMa-
LA BeK y naumeHToB ¢ bnedapoxanssucoM (n=93) conposo-
¥panacb bnedapontosoM B 48,39% cnydasx, BbinafeHWeM
CNE3HbIX ené3 — B 44,09% cnyyaes, nedopMaumeit KaH-
TaNnbHOro Yrna WU 0TBeJEHMEM HUXHero Beka — B 29,04%
u B 17,20% cnyyaes, cooTBeTcTBEHHO [32].

Lienb. MokasaTb B3aMMoCBA3b 3TMONATOreHe3a, AUHaMo-
METPUYECKMX NOKa3aTeneil MblLULibl, NOAHUMAIOLLEN BepxHee
BEKO, U BbIDOpa TaKTUKW XMPYPryecKoro feyeHns Ha npu-
Mepax KJIMHUYeCKMX cnyyaeB bnedaponTtosa y naumeHToB
C XPOHMYECKOMN NPOrpeccupyHoLLei HapyXHoW odTanbmonne-
rven, NoaKoXHoM Gopmoii ampodnspuro3sa, bnedapoxanssu-
COM annepruyeckoro NPOMCXOXKAEHMS.
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Knuuunyeckue cnyyan 1.

Mauventka K., 61 rog, neHcMoHepKa, NocTynuia B OTAEN
MNaCTUYECKOMA XMpYPrUM M rNasHoro npotesvpoBanus HMULL
rnasHbix bonesHeit uM. lenbMrosbLa Ha MiaHoBOe CTauu-
OHapHOEe XMPYPru4yecKoe NeyeHue C xanobamu Ha [ByxcTo-
POHHee OnyLLeHWe BEPXHEro Beka, becrokomsLuee 60MbHYHO
C YeTblpéxneTHero Bo3pacta. CocTosHME B TeUeHWe XM3HH
MoCTENEHHO YXYALLIanoch, NMPUYEM B NocnefiHue 4 rofa Bepx-
HWe BEKU MI0X0 OTKPLIBAOTCA Mo yTpaM. [aumeHTKa oTpuLana
onepauMmu Ha rnasax B MpOLUIOM, HO MOATBEpPAMNA Hanuume
aHaNIorMYHbIX NPOABSIEHNN Y TETU, 6abYLLKM U Ky3uHbI (puc. 1).

Mpy nocTynnenum y bonbHoii: Visus 0D=0,7; sph+0,5=0,7;
Visus 05S=0,5sph+0,5=0,7. BHyTpurnasHoe aaenenue (BI[),
M3MepeHHoe MYTEM MHEBMOTOHOMETPUM, COCTABNIANO
0D/0S 12,0/12,0 MM pr. cT. WupuHa rnasHoi wenu 0D/0S
5,0/4,0 mm; MRD-1 0D/0S -0,5/-0,5 MM; nofiBuMHOCTb BEpX-
Hux Bek 0D/0S 7,0/6,0 MM; noaBukHocTb rnasa Beepx 0D/0S
orpaHuyeHa; cknapka BepxHero Beka 0D/0S BbipareHa
¢ obenx cTopoH; noasuHocTb bposeit 0D/0S xopowwas. [u-
HaMoMeTpuyeckue faHHble cnefyiowe: 0D cokpatuTenbHas
cnocobHocTb (CC)=0,8 r; yromnsemoctb (¥)=0,9 r; 0S CC=0,9 r;
Y=1,1r.

Mo [aHHbIM 0OBEKTMBHOrO OCMOTpa CrpaBa W CheBa,
BEpXHee BEKO MOKPbIBAs0 3PauyoK Ha 2/3; KOHBIOHKTUBA
ocTaBasacb CMOKOWHOWM, poroBuLia Mpo3payHoi; nepeaHue
Kamepsbl (1K) obonx rnas umenu cpegHioto rnyouny, Bnara MK
crpaBa U CfieBa COXpaHA/a CBOK MPO3payHoCTb. bbin oT-
MeYeHbl CTPYKTYPHOCTb pajyXHon 060104k, Kpyrnas gopma
3paukoB. Co CTOpOHbI XpyCTanMKoOB MpaBOro W NIEBOO /a3
onpenensnmcb NOMYTHEHWUSA B KOPTUKANbHBIX CNOAX U B SZpeE.
Co CTOPOHbI CTEKNOBUAHBIX TN BbISBMEHbI NaBatoLLme no-
MYTHEHMSI; NPY OCMOTPE INa3HOr0 AHA AUCK 3PUTENBHOTO He-
pBa 61eHO-P030BbIN C YETKUMM rpaHULLAMK, B MaKynspHOIA
obnacTu npaBoro rnasa 6e3 o4aroBo¥ NaTonorMM ¢ nepepac-
npefeneHneM MUrMeHTa, CyXKEHNEM apTepui U pacLUMPeHH-
€M BeH Ha nepudepun. B MakynapHoii obnacTv nesoro rnasa
B BEPXHEHApPYXHOM KBaJpaHTe 0T [MCKA 3pUTENbHOr0 HepBa
noeHTMduuMpoBanach weapTta 6e3 Tpakuuu, oyaroBble W3-
MEHEHMs Ha Nepudepum oTCYTCTBOBANM.

Mpu Y3W nesoro rnasa 6bina BbiBAEHA MPOMUHEHLMS
JMCKa 3pUTENIbHOMO HEpBa B CTEKOBUAHOE TENO BbICOTOM
1,0 MM, 0BHapy»XeHo NoKanbHoe YMIoTHeHWe 060104eK B Ha-
PYXHOM OTZene Ha nepudepum.

Ha ocHoBaHWM pe3ynbTaToB KIIMHUKO-MHCTPYMEHTasbHO-
ro obcnefoBaHus Obin BbICTABAEH CeLYOLLMN KITMHUYECKUIA
amarHo3: OU nto3 BepxHero Beka, bnedapoxanssuc, runep-
MeTponua cnaboi CTeneHW, HauanbHas KartapakTta, 0S Ma-
Kynonarus.

lepef NPUHSITUEM PELLEHNS O XMPYPrUYECKOM NEYEHMH,
ONs YTOYHEeHUs reHe3a 3aboneBaHus naumeHTKa bbina Ha-
npaeneHa B HayuHbiit LleHTp HeBponorum r. Mockssbl, cne-
LManucTbl KOToporo BbisiBum y 6onbHon K. MefieHHo npo-
PecCUPYIOLLYI0 XPOHUYECKYI0 HapYXHY0 O(TanbMoneruio
repefiuTapHoro NPOUCXOXAEHUS, MWUACTEHUYECKUIA NTO3
BEPXHero BeKa 0boux rnas.
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Xupypruueckoe nedeHue naumeHTku K. bbino HanpasneHo
Ha ycTpaHeHue bnedapoxansasuca u AybnmKaTypbl anoHeB-
po3a neBatopa BepxHero Beka. KoHbIOHKTMBanNbHas nosiocTb
1 BEKM CaHWpOBaHbI CTPYIHbIM MPOMbIBaHWEM PacTBOPOM aH-
TcenTuKoB (MupamucTuH 0,01%), HCTUANALMM aHTUBMOTMKA
(rnasHble Kannm dnokcan 0,3%). Mo MecTHOW aHecTeswel
nupokanHa 3,0 yepe3 paspes KOXMW BLONb BEPXHErO BeKa
B 7 MM OT JIMHUM PECHUL, Pe3eLMPOBaH Y4acToOK U30bITOYHOM
Koxu. TynbIM 1 0CTPbIM NYTEM pa3feneHbl BONIOKHA KPYroBoi
MbILLLbI, 0BHaXKeHa Tap3anbHas niacTuHKa. BeinonHexa ay-
bnmkatypa anoHespo3a nesatopa. CdopmupoBaHa cKlagKa
BEpXHEro BeKa y3noBbIMK LuBaMu BUKpun 6/0. PaHa ywwuta
HenpepbiBHbIM WBOM BUKpuA 6.0. NpoBeaeHa obpaboTka Ma-
3bto drokcan 0,03%.

BbisiBieHbl criefiyloliMe MaKpOCKOMUYECKUe MpU3Ha-
Kn 60ne3Hu: GparMeHT ENTOro LBETa, PUriaHbIiA, cnaboi
anacTUyHocT, npeobnapaHue XKMpOBOro MepepoXKaeHus,
MbILLEYHbIE BOJIOKHA MJIOX0 BM3Yanu3upyloTCs, 3aMeLLeHb
COeIMHUTENBHO TKaHbIo (puc. 2).

PesynbTathl ructonoryeckoro uccnefoBaHus boinu cre-
LYHLLMMM: XMPOBas KeT4aTKa, Cpefin KOTOpOoW BU3yanusu-
PYlOTCA Pa3pO3HEHHble MYYKW MOMepeyHoONosocaThiX Mbl-
LUEYHbIX BOMIOKOH, @ TaKKe Y4aCTKW COeAMHUTENIbHON THaHM
C MyYKaMM rMaLKOMbILLEYHBIX BOSIOKOH.

Mocne BMelLaTenbCTBa NPOBOAMAM aHTMBaKTepUanbHylo
¥ NPOTMBOBOCMANUTENbHYI0 TEpanuio.

HenocpencTBeHHO nepep BLINMUCKON Yy 60MbHOI: Visus
0D=0,7 sph+0,5=0,7, Visus 0S=0,5 sph+0,5=0,7; B[ ] 0D/0S
12,0/12,0 mm pr. cT. Co CTOPOHBI NPaBoro U S1EBOrO ra3 Ha-
610 AanuUch YMepeHHbIN 0TEK BEPXHUX BEK, KPOBOU3NUAHUS

Puc. 1. XpoHuuecKas nporpeccupyiolLas HapyHas o TansMoners.
Fig. 1. Chronic progressive external ophthalmoplegia.

Puc. 2. Makpockonmnyeckas KapTiHa anoHeBpo3a W fieBaTopa Bepx-
Hero BeKa npu MUacTeHUW: @ — npa.bli a3, b — ne.bli rnas.

Fig. 2. Macroscopic picture of aponeurosis and levator of the upper
eyelid in myasthenia gravis: @ — right eye, b — left eye.
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Puc. 3. CoctosHue 4epes 6 MecsiueB nocne onepauuu Ha OU
no yctpaHeHuio bredapoxanssuca U AybnvKaTypbl anoHeBpo3a
neBaTopa BepXHEro BeKa.

Fig. 3. Condition 6 months after OU surgery: elimination of
blepharochalyasis and duplication of upper eyelid levator
aponeurosis.

B 065acTu onepauuun, NpaBUSIbHOE MOJIOKEHWE BEPXHEr0
BeKa, T.e. Kpail BepXHero BeKa HaxoLuncs Haf BEPXHUM
KpaeM 3pauka. Ha Koxe NpoonepupoBaHHbIX BEPXHUX BEK
WBbl ObIMM uKCcTble, PUKCUPOBaHBI, KOHBIOHKTVBA HE3Ha-
UMTENbHO pasfpaxKeHa, poroBuLa Npo3payHasi; NepepHss
Kamepa cpefHeii rnybuHbl, paBHOMepHas, Bnara eé npo-
3payHas; pajyKa CTPYKTYpHas, 3payoK Kpyribld, B Xpy-
CTa/IMKax NpaBoro WM NeBOro rna3 0TMeYeHO MOMYTHEHWe
KOPTUKaNbHbBIX CNIOEB W AApPa, B CTEKNOBULHBIX TeNax Bbl-
SIBNEHbI NNaBaloLime NOMYTHEHUS; rasHoe AHo 6e3 auHa-
MVKM.

BonbHas K. Haxoamnach B yLOBNETBOPUTENBHOM COCTO-
SHWM U Ha 7-W [eHb NeyeHns bbina BbinucaHa. Mpu Bbinu-
CKe 00beKTMBHO: Ha 060Mx rnasax Habnwaanca yMepeHHbIN
OTEK BEPXHMX BEK, LUBbI NOC/IEONEPALMOHHON paHbl YACTBIE,
GbUKcMpoBaHHbIe, Kpas paHbl afanTMpOBaHbl, MOJOXEHWe
BEPXHEr0 BEKa BbiLLie, YeM NpK nocTynieHun. bonbHas bbina
BbiMMCaHa nof, HabnoeHne y opTanbMosIora no MecTy Hu-
TenbcTBa. [MaumeHTKe BbIMM [aHbl Cnefylollme PeKoMeH-
Jauum: 1) orpaHuyeHne GuU3MYecKol Harpysku Ha 1 mecau
CO [IHA BBIMUCKK; 2) UCMONb30BaHWe Ans 0bpaboTku WBOB
0,05% pacTBopa xnoprekcuamHa burnoKoHaTta, 3aTeM Masu
rnasHoit gnokcan 2-3 pasa B AeHb B Tedenue 10 aHew;
3) Ans NpoMbiBaHMA 000MX rNa3 3aKanbiBaHUs MEXy BeK
nuknokenauHa 0,05%, 3 pasa B aeHb B TedeHune 20—25 aHels;
4) odnokcaumH 3 pasa B AeHb B Teyenne 10 gHeld, rnasHoil
renb [eKcnaHTeHon 3 pasa B AeHb B TeueHue 1 Mecsuga;
6) LUBbI C KOXW BEK DOblNo pekoMeHL0BaHO CHATb yepe3 10—
12 cyToK nocne Bbinucku. Bce npenapatbl Mornn bbiTh 3a-
MEHEHbl aHanoramy M3 CMUCKa XM3HEHHO HeobxoauMbie
W BaXKHEMLLIME NeKapCTBEHHbIE NpenapaTtos (puc. 3).

KnuHunyeckue cnyyan 2.

MaumenTka [l., 68 neT, neHcHOHepKa, NoCTynua Ha nna-
HOBOE CTaLMOHapHOE JieyeHue B OTAEN NAaCTUHECKOMN XUpYp-
rMn v rnasHoro npotesupoBans HMULL rnasHbix 6onesHei
uM. TenbMronbLa € HanpaBuTENIbHBIM [MarHo3oM «[1To3
BEPXHEro BEKa CrpaBa TAXENON cTeneHn (COCTosHWe nocne
TpaHCKyTaHHoM opbutoToMum oT 25.11.2021 r.» (puc. 4).

DOl https://doiorg/10.17816/rpoj352490

N3 aHamHe3a BuaHO, uTo B oKTAbpe 2021 r. naumeHT-
Ka [1. 6bina KOHCYyNbTMpOBaHa pPyKOBOAMTENEM OTheNa of-
TanbMoOHKonorun u paguonorum HMUL, rnasHeix bonesHei
uMm. MenbMmronbua. Mpu ocMoTpe Bbi0 caenaHo 3aKiloyeHue
0 Hanuuum y bonbHol [l. HoBoobpa3oBaHWs NpaBoli OpouTLI,
BEpOATHEE BCEro, MapasvTapHoi KUCTbI. bbino pekomeH-
L0BaHO XMPYPruYecKoe JieyeHne MEeTOAOM TPaHCKYTaHHOI
opbutoToMun. Mo AaHHBIM YNbTPa3BYKOBOrO UCCNEA0BAHMS,
B BEpPXHEHapYXHOM 0TAene opbuTbl NpucyTcTBOBaNo 0bpa-
30BaHKe KUCTO3HOr0 XapaKTepa C MI0THbIM MOABUKHBIM CO-
OEPHKMUMBIM (FeNIbMUHT?).

B mpouecce BbINOMHEHUS XMPYPTUYECKOTO BMeLLaTeNb-
CTBa MoJ, BepxHeil OpOUTaNbHOM CTEHKOW OblNO BbISIBIEHO
nnoTHoe obpa3oBaHWe HeMpaBWSILHOM OKPYrioi (GopMbl,
MHTUMHO CMasHHOE CO CNE3HOIA YKene3oM, BepXHei NpaMoin
MBbILLLIEN, N1eBaTOPOM BepXHero Beka. [lpu BCKpbITUM naoT-
HOWM Kancynbl CKanbneneM BblAeAMIOCh CIU3UCTOE CBETIIO-
JKENTOE 0TAENSEMOE C BKIIOUYEHNEM MeflbMUHTA — KPYrioro
yepBs. MaTepuan HanpaBneH Ha NaTOrUCTONOTMYECKOE WC-
cnepoBaHue (puc. 5).

CornacHo [aHHBIM MaTOrUCTONIONMYECKOr0 MCCneno-
BaHUS, B OMepaLMOHHOM MaTepuane 6bino 06HapyXeHo

Puc. 4. MTo3 BepxHero Beka crpaBa, TAXENOM CTeneHu nocse
TPaHCKyTaHHOW 0pbUTOTOMUM.

Fig. 4. Ptosis of the upper eyelid on the right and severe after
transcutaneous orbitotomy.

Puc. 5. MnotHoe obpa3oBaHue HenpaBWUILHOM OKPYroi GopMbl
C C/M3UCTBIM CBET/IO-XENTHIM OTAENSEMbIM C BKIIOUYEHWEM napa-
31Ta KpYroro Yepss.

Fig. 5. A dense formation of an irregular rounded shape with
a light-yellow mucous discharge with the inclusion of a parasite
a roundworm.
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Puc. 6. [lnHamMoMeTpuyeckoe uccnefoBaHWe COKpaTUTENIbHOM CMo-
COBHOCTM W YTOMJIIEMOCTM JIeBaTOPa BEPXHEr0 BEKa.

Fig. 6. Dynamometric study of contractility and fatigue of the upper
eyelid levator.

0bpa30BaHue NAOTHOM KOHCUCTEHLMM B BULE CHOPMUPOBaH-
HOI TOHKOCTEHHO Kancynbl CBETNO-XENTOro Lseta. Bokpyr
Kancynbl anddepeHUMpoBanM o4ar Kaseo3HOro HeKpo3a,
OKPYKEHHOr0 KOJbLOM BOCMANUTENbHOM WHOMLTpaLmMm co
CKOMMEHUAIMM 303MHOGUN0B M MaCcCUBHBIM pa3pacTaHueM
(unbpo3Hoi TkaHu. Kancyna copepxana napasuT, MMeBLUWIA
BWJ, Y3KOW NeHTOUKM pasMepoM 12 x 1 x 1 MM, ngeHtuduum-
poBaHHblii Kak Dirofilaria repens.

B cootBeTcTBUM C pesynbTaTaMu npefonepaumuoHHO-
ro obcneposanus, Visus 0D 0,5 sph+1,00=0,9, 0S 1,0,
Brg 0D/0S 14,0/16,0 MM pT. cT., 3K30(TanbMOMETpPHUA
0D=14 MM, 0S=13 MM, MRD-1 OD/0S=-4/+1,5 MM, wupu-
Ha rnasHoi wesm 0D 1 MM, 0S 9 mMM. CnpaBa oTMevancs
NnT03 BepXHero Beka. [loasuxHoCTb BepxHero Beka 0D 3 MM
0S 15 MM, OD cuna nesaTopa NpaKTUYECKU OTCYTCTBOBANA,
CKJ1a[iKa BEPXHEro BeKa ocnabneHa, NoABUKHOCTb F1a3Ho-
ro abnoka B nosHoM 06bEMe, arodTanbma U 3K30dTanbMa
HeT. [lpoBefeHO AMHAMOMETpUYECKOe MCCNefl0BaHMe, CO-
rnacHo kotopomy 0D CC<0.8r,Y0.8r,0SCC 1.4, ¥Y=1.8T
(puc. 6).

CnpaBa perucTpupoBany NosiHoe CMblKaHWe BEK, pOB-
Hble U TNajiKvue KOCTHble Kpas opbuTbl, MpaBubHOE Mo-
NOXKEHWe TNa3a M ABUXEHWSA rNasHoro sbyoka B NoAHOM
obbéme. [pn nanbnauuv nopa BepxHeW CTEHKOM opbuTbl
onpenensnm nioTHoe HenoABUKHOe obpasoBaHue, pac-
npocTpaHstoweecs Braydb opbutel. KoHbIOHKTMBA MMena
bnenHo-po30BbLIM LBET, poroBas 060/04Ka oCTaBanacb
npo3payHou, bnectawen u chepuyHon, NepefHAs KaMepa
rnasa uMena cpefHilo rnybuHy u copepxana npospau-
Hylo Brary. PagyxHas obonoyka coxpaHsna CBOK CTPYK-
TYPHOCTb, OKPYIJ/bIA 3pa4oK C XMBOW peakuuen Ha cBeT
pacnonarancs B LeHTpe. B agpe u KopTUKanbHbIX Cnosix
XPYCTanuKa Oblnn BbISBNIEHbI HAYambHbIE NPU3HAKM NOMYT-
HeHus. Co CTOpOHbI CTEKNOBUAHOMO Tena OTMevanu npu-
3HaKU BeCTPyKUMU. Ha rnasHoM aHe AWCK 3pUTENTbHOrO He-
pBa uMen bejHO-PO30BLIN LBET, YETKME rpaHuLbl, COCYAb
6e3 ocobeHHocTel. B MakynsapHon 30He U Ha nepudepum
oYyaroBas NaTosiorMa OTCYTCTBOBANa.

Mo Y3/ OD obHapyeHo B BepXHe-HapyXHOM OTAene
opOuUTbI AOMONHUTENbHAA TKaHb MOBBLILLIEHHOW MOTHOCTH
(pybubI?).
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Puc. 7. 5 gHen nocne onepaumm 0D. YcTpaHeHue nTo3a BepXHero
BeKa Mo/iBeLLBaHneM K 6posu.

Fig. 7. Five days after the OD operation. Elimination of ptosis of the
upper eyelid by hanging to the eyebrow.

MpoBepneHa onepaums 0D no ycTpaHeHUHo NT03a BEPXHErD
BeKa MofBeLLMBaHKEM K BpoBu. B nocneonepaumoHHOM nepu-
ofe aHTMbaKTepuabHas 1 NPOTUBOBOCMANUTENbHASA Tepanms.

MaumeHTka [l. BbiNUcaHa B YAOBNETBOPUTENBHOM COCTO-
SHUM Ha YeTBEPTbIE CYTKW nocne onepauuu. JleueHne npoBo-
LWV B COOTBETCTBMM CO CTAHAAPTaMU OKa3aHUs MeaMLMH-
CKoW nomoLum (puc. 7).

KnuHuyeckue cnyyan 3.

Maumentka b., 26 net, cnyxalias, noctynuna B oTAen
MNACTMYECKO XMPYPriv 1 rnasHoro npotesnposanns HMUL,
rnasHblx bonesHeit uM. MenbMronbLa, Kyna bbina Hanpas-
neHa BpayoM-0(TaNbMOIOTOM MOJIMKIIMHUYECKOTO 3BEHA
LS XMPYPrUYecKoro neyeHus ¢ auarHosoM «0U, nTo3 Bepx-
Hero Beka, bnedapoxanasuc, XpOHMYECKUIA KOHBIOHKTUBUT
JlerHoza (?). CnpaBa OD oTMeuyeHa M1onus cnaboi cTeneHmn».
Mpw rocnutanusaumm 6onbHas b. coobwmna, 4to npuMepHo
C 6-neTHero Bo3pacTa eé NepuofMYecku €O CTOpPOHbI 060-
X rna3 6ecnoKosT MoKpacHeHWe, OTEKW BeK, crie30TeyeHue
W OMyLLEHME BEPXHUX BEK. 3@ MEAMLIMHCKOW NMOMOLLbH 06-
paLLanacbk No MeCTy XWTeNbCTBa, Ha3Hayanu rnasHble Kanm
odTansModepoH 1 neBoMuLEeTHH. bonbHas b. oTpuuana Ha-
nnume nofobHbIX 3ab0N1eBaHUiA Y POACTBEHHUKOB, OTMETUNA
y cebs HenepeHOCMMOCTb MEHULMINMHA, YepeAbl, Npenaparta
«[okTop MoM», yTOUHUNa, YTO HUKOTAa He Npoxoaumna one-
PaTMBHOrO fle4YeHUs OpraHoB 3peHusl, NOATBepAuna y cebs
HasmM4me XpoOHWYECKoro racTpuTa (puc. 8).

B paMkax poonepauuoHHoro obcnesioBaHua bbinm nony-
YeHbl CrieAyHoLLmMe pe3ynbTathl KONMYECTBEHHbIX M3MepPEHNH:
Visus 0D 0,9 sph-0,5=1,0, Visus 0S 0,9. BHyTpurnasHoe aas-
nenve 0D/0S=12,0/12,0 MM pT. CT., WMPUHA FNa3HON LLenm
0D/0S=9,5/9,5 MM, MRD-1 0D/0S=+1,5/+1,5 MM, noaBux-
HocTb BepxHux Bek 0D/0S=13/13 MM, nofBMKHOCTb NpaBoro
1 NeBoro rnas eeepx 6e3 orpaHWueHMi, CKNagKa BepXHEro
Beka 0D/0S 3aBblLLeHa W crnaxeHa, farodTansma 1 3K30g-
TanbMa HeT. [JuHamoMeTpuyeckue panHble: 0D CC=1,4 T,
Y=4,21,0S CC=1,5T, Y=4,6 T (puc. 9).

Ha oboux rnasax (OU) BepxHee BeKo pacrnonaranocb
oT 2/3 B MenuanbHoi fo 1/3 B natepanbHOM YacTu 3pau-
Ka, ObiNo YTONLLEHO, TWUMNEPEMUPOBAHO, OTAENSEMOE OT-
cytcTBoBano. Mbl Habmoganu WM3bLITOYHY0 CKIAAYaToOCTh
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Puc. 8. Bned)apoxanﬂsmc BC/IEACTBME OTEKOB BEK: @ — MOJIOKEHME BEpPXHero BeKa 0THOCUTEJIbHO 3payKa, b — n3MeHeHus KoK BepxHero

BeKa.

Fig. 8. Blepharochalyasis due to edema of the eyelids: a — the position of the upper eyelid relative to the pupil, b — changes in the skin

of the upper eyelid.

Puc. 9. [lnHaMoMeTpuyecKoe UCcCefjoBaHme JIeBaTopa BEPXHErO BeKa: 0 — COKPaTUTENbHAsA CNOCOBHOCTb, b —YToMAAEMOCTb.
Fig. 9. Dynamometric study of the upper eyelid levator: @ — contractility, b —fatigue.

KOXW U BbIPAXXEHHYI0 aTOHMIO BEK, PbIXJIOCTb M TUMEPEMMIO
KOHBIOHKTUBAIBbHOM 000J104KM BEK, aTOHUIO CIE300TBOSALLNX
nyTeli 1 CNe30CTOSHME, NPUCYTCTBOBANM NasibnaTopHble Npy-
3HaKM UCTOHYEHMS XPALLLEBO NNACTUHKY BEK, BbIpaXKEHHOCTb
W CY)KEHWE CNE3HBIX TOUEK Be3 NOrpyeHUs B CIIE3HOE 03epo.
Mpn HapaBnMBaHUM Ha 0BNAcTb CNE3HOMO MeLLKA OTAense-
Moe oTcyTcTBoBano. KaHanbLeBas npoba bbina oTpuuatens-
Hast MpU HanM4MM NPOXOAMMOCTM CTE3HBIX MyTeir. Co CTOpOHI
KOHBIOHKTMBbI [1a3HOr0 A6/10Ka 0TMEYanu KOHbIOHKTUBAb-
HYH0 MHBEKLMIO, U3MEHEHMS CO CTOPOHBI CKIepbl U 3MUCKIIe-
pbl 0TCyTCTBOBaNK. Ha npaBoM v neBoM rnasax onpeaensiu
MPU3HaKKM 3MUTENIMONATMM POroBULbI, CrIpaBa, KpoMe 3Toro
€ 54 00 6 4, b1 BbIABNEH JIOKa/bHbIA Y4aCTOK KOHBHOH-
KTMBM3aLmM ¢ 14 10 5 4 B BUAE HEXHbIX KPAeBbIX NOMYTHe-
HWiA. Ha oboux rnasax nepepHss Kamepa uMena CpesHion
paBHOMEpHYI0 rNybuHy, Bnara nepeHen Kamepbl CoXpaHana
CBOK Npo3payHocTb. CoXpaHANUCh CTPYKTYPHOCTb pajy-
Hol 0bonoYKy, Kpyrnas dopma 3payka, ero pacrnosoXeHue
M0 LEHTPY, peaKumMm Ha CBET, NPO3PaYHOCTb U CTPYKTYPHOCTb
XpyCTanuKa U CTeKNoBUAHOro Tena. Ha rmasHoM fHe AucK
3pUTENIbHOrO HepBa MMen bejHO-pO30BLIN LIBET M YETKME
rpaHuLpl, GU3MONOrMYecKas KCKaBaLMA U PacrosoXKeHne
Mo LIeHTPY COCYAMCTOro MyyKka. B MaKynspHoil 30He U Ha ne-
pudepun NPM3HaKM 04aroBOK NaToIorMM OTCYTCTBOBASN.

Mo AaHHbIM ybTPa3BYKOBOIO UCCie40BaHus obounx rnas,
B CTEKJIOBMHOM Tene Bbinn BbiSBNEHbI € AMHUYHbIE MOMYTHE-
Hus, 060noukn npunexanu. BenuunHa nepepHesagHei ocu
cnpasa v cneBa paBHsnach 24,595 Mm u 24,01 MM, cooTBeT-
CTBEHHO.
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Ha ocHoBaHWM pe3ynbTaToB KIMHUYECKOTO U MHCTPYMEH-
TanbHoro obcnefoBaHWsa A4S NpaBoro M NIeBoro rnas bbiim
BbICTaBMEHbI Criefylole KNWHUYeckne auarHosbi: 1. 0D
(HO4.2) BbiBopoT cnésHbix ToyeK. [1To3 BepxHux BeK. bne-
tapoxanssuc. 2. 0S (H04.2) BbiBopoT cnésHbix Touek. 1103
BepxHuXx BeK. bnedapoxanssuc. lpoBepeHa onepauus OU
No YCTpaHeHWIo NT03a BepXHero Beka (aybnukarypa anoHes-
po3a NeBaTopa + pe3eKuus bnedapoxanssmoHa).

OnepaTvBHOE BMeLLATENbCTBO MO YCTPaHEHMI0 MT03a
1 brecdapoxanssunca BepxHero Beka 06oumx rnas bbino npose-
[eHo B [iBa 3Tana. Ha nepBoM atane Xupypruyecku Koppuru-
poBanu nTo3 (anoHeBpo3) 1 bnedapoxansasuc OU. Ha BTopom
3Tane (4epe3 48 yacoB nocne 3aBepLUEHNs MepBOIA onepa-
LiM) NpoBOAMAM KOppeKumio bnedaponTosa AONONHUTENb-
HOM pe3eKLuyelt MbiLLbl Mionnepa 1 KoHbloHKTKBBI (puc. 10).

Martepuan HanpaBuiM Ha MaTOrMUCTONOMMYECKOe Uccre-
posaHve. ChenaHo crepyioliee 3aKioueHue: (parMeHTh
KOXM NOKPbITHI CTPATUGULMPOBAHHBIM 3MMAEPMUCOM C He-
BonblumM akaHTo30M. CybanupepManbHO BbiSIBNEHa He3Ha-
unTenbHas NuMdonnasMaTuyeckas MHQUAbTpaLMS BOKpPYr
COCY[,0B M BOPOHOK CaslbHO-BOMOCAHbLIX hosnKynoB. Mpar-
MEHTbI MOMepeYHONOsIOCaThiX MbILLEYHbIX BOIOKOH MMEIT
yyacTku ¢mbposa ¢ AUCTPOPUUECKUMU U3MEHEHUAMM.

B nocrneonepauuoHHoM nepuofe NpUMEHSNIN aHTUDaK-
TepuanbHyt, MPOTUBOBOCMANMTENBHYK0 U aHTUTMCTAMUHHYIO
Tepanuio.

Mpu Bbinucke 3aduKcuposaHo: Visus 0D 0,5; sph. 1,0;
Visus 0S 0,9; BIl 0D/0S=11,0/12,0 MM prt. cT. CnpaBa
W CNeBa OMPeeNaAaM OTEK BEK, LUBbI NMOCE0nepaLyoHHoV
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Puc. 10. MaKpockonuyecKas KapTWHa amoHeBpo3a W NeBaTopa
BEPXHEero Beka: 0 — npaBblii INa3, b — ne.bId rnas.

Fig. 10. Macroscopic picture of aponeurosis and levator of the
upper eyelid: @ — right eye, b — left eye.

paHbl YMCTble, (UKCUPOBAaHHBIE, Kpas paHbl afanTUpOBaHbI,
MOJNOXEHNE BEPXHEr0 BEKa Bbille, YeM MPpW MOCTYMIEHMM,
NOABUXKHOCTb OrpaHMyeHa u3-3a otéka. OTMeyanu pasppa-
KEHWE KOHBIOHKTUBbI, OTAENSAeMOro HeT. bbinn coxpaHeHsl
NpO3payHOCTb U CHEpPUYHOCTb POrOBULbI, CPEAHAS TNybuHa
W pPaBHOMEPHOCTb MepeAHel KaMepebl, Mpo3payHoOCTb Bnaru
nepeaHeil Kamepbl, CTPYKTYPHOCTb PafyXXHOM 000M0YKY,
oKpyrnas opMa 3payKa, ero peakuusi Ha CBET W ero pac-
MOJIOXEHWE MO LIEHTPY, COCTOSHWE F1a3HOr0 AHa.

B ynoBneTBopuTENbHOM COCTOSIHMM MaumeHTKa b. bbina
BbINMCaHa NoA HabnwopeHne odTanbMonora no MecTy Xu-
TENbCTBA CO CeAyloLWUMN peKoMeHaaunamMu: 1) orpaHu-
YeHWe (U3MYECKON Harpy3ku Ha 1 MecsLl Co JHSA BbIMUCKY;
2) NPUCTYNUTb K BbINOJIHEHUIO CIYXeOHbIX 00s3aHHOCTEl
He paHee, YeM Yepes 2 HefienM nocne BbiNUckK; 3) ans obpa-
BOTKM LIBOB UCMO/b30BaTb PacTBOP XNOPreKCcUanMHa ourio-
KoHata 0,05%, 3aTeM Masb rnasHyto giokcan 3 pasa B AeHb;
4) pna npoMmbiBaHWA 000MX Na3 BbIMOHATL 3aKanbiBa-
HWA Mexay Bekamu nuknokeuauHa (0,05% pacteop 2 pasa

Puc. 11. 6 Mecsues nocne onepauuu OU. YcTpaHeHue nTo3a Bepx-
Hero Beka (aybnmKaTypa anoHeBpo3a JieBaTopa).

Fig. 11. Six months after OU surgery. Elimination of upper eyelid
ptosis (duplicate of levator aponeurosis).
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B [€Hb B TeyeHue 12 aHen); 5) npu puckomdopte npu-
MEHATb TNa3HON refib AEKCMAHTEHON; 6) LBkl C KOXMU BEK
CHATb Yepe3 6-8 pgHei mocne BbiNuckU. Bce nmpenaparsl
MOrAn BbiTb 3aMeHeHbl aHanoraMu M3 CMUCKa JKWU3HEH-
HO HeobXoLMMBIX U BaXHEWLMX JIeKapCTBEHHbIX Npena-
patoB (}XBHJIM). Yepe3 6 MecsueB Ha 0D — cocTosiHWe
ctabunbHoe, nTo3a HeT, HA 0S 0TMeYeH HE3HaUWUTESNbHbINA
runoaddekt. Co cnoB nauueHTKu: y Hee bbiN AANTENBHBIA
OTEK BepxHero Beka cnesa (puc. 11).

Kak 6bii0 oTMeyeHo Boiwwe, nopaxeHue Dirofilaria repens
MOJKOXHOW KeTyaTKu Bek c passutueM bBll, onywienue
BEPXHEro BeKa Npy XpOHUYECKON NPOrpeccHpyIoLLEN Hapy-
HoM odTanbMoneru BCNeACTBUE MUacTeHum, bnedaponTtos
y i ¢ bnedapoxanssnucoM annepruyeckoro reHesa BCTpe-
YaloTCA BECbMA PefKo, WX pacnpoCTPaHEHHOCTb He MPEeBbI-
waet 10 cnyyaes Ha 100 000 yenosek HaceneHus. MoatoMy
ONMCaHWA OTAENbHBIX KIIMHUYECKUX Cy4aeB BaxHbI AN1A fe-
Tanu3auum n 0606LeHns 3HaHui 06 aTMonaToreHese, BO3-
MOXHOCTSAIX KITMHUKO-AMarHOCTUYECKUX MepOonpuUsTUi 1 3d-
(eKTMBHOCTYW IeYEHUS paccMaTpuBaeMbIX OPM NaToNoruy.

3AKJTIOYEHUE

lpu BbIbOpPe MeTofa xupypruyeckoro nieyeHus bneda-
pONTO3a UCMOMb30BaHbI laHHbIE COKPATUTENbHOM CNOCO6HO-
CTW W YTOMIAEMOCTY MbILLILbI, MOLHUMALOLLEN BEPXHEE BEKO.
C y4€ToM npuumH pa3suTns bnedapontosa BO3MOXKHO Nosy-
YeHWe 0OBEKTMBHBIX pe3ynbTaToB OMepaTMBHON KOPPEeKLMM
OMyLLEHUA BEPXHEro BeKa, YTO CMOCODCTBYET YnyuLIeHUo
KayecTBa JM3HU NaLMeHToB.

A0NOJIHATENBHO

WUcTouHuK ¢uHaHcUpoBaHus. ABTOpbI 3asBNAIOT 00 OTCYTCTBMM
BHELLIHEro UHaHCMPOBaHUS MY MPOBEAEHNM UCCNIeL0BaHMS.
KoHtbnuKT uHTepecoB. ABTOpbI AEKIapUPYIOT OTCYTCTBUE SBHBIX
1 NoTeHUManbHbIX KOHQIMKTOB MHTEPECOB, CBA3aHHbIX C Mybnnka-
LiMer HacTOSALLLeM CTaTby.

Brknap aBTopoB. Bce aBTOpbl NOATBEPXKAAIOT COOTBETCTBME CBOETO
aBTOPCTBa MeXyHapoaHbIM Kputepuam ICMJE (Bce aBTops! BHEC/U
CYLLLeCTBEHHBIN BRI, B pa3paboTKy KOHLENLWKW, NpoBefeHe mc-
CneaoBaHNs U MOAFOTOBKY CTaTby, MPOYAM W 0400puv GuHanbHyto
Bepcuio neped nybnnkaumenn). Hanbonblumin BkNag pacnpenené
cnefylowmM obpasoM. M.A. @unatoBa — paspaboTka KoHuenumm
W AM3aiiH 1CCefloBaHWSA, OKOHYaTeNbHOE YTBEPIKAEHWE PYKOMUCK
ans nyenvkauww; 10.1. KoHgpaTtbeBa — HaydHoe pefaKTvpoBaHue,
C.A. lLlemMeTOB — MHTEpMpeTaLms JaHHbIX, TEXHUYECKOe PefaKTMpO-
BaHue, oopmieHve brubnvorpaduu; M.C. Tpedunosa — obenesio-
BaHue NaLyeHToB, 0630p UTepaTypbl, CHop ¥ aHann3 auTepaTypHbIX
MCTOYHWMKOB, HamMCaHye TeKCTa U PeaKTMpOBaHWe CTaTby.
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Knunuuyeckue ocobeHHOCTH, AMArHocTUKa
W NeyeHue CUHAPOMa CYXOro rnasay aetei

JI.A. KoBanesa, T.B. Ky3HewuoBa, A.A. baiicaHryposa, A.A. 3aiiLeBa

HMWL, rnasHbix 6onesHeit uM. MenbMronbla, Mocksa, Poceuitckas ®epepauvs

AHHOTALUNA

Llente. AHanu3 aTnonaToreHesa W KJMHMYECKUX 0CODEHHOCTEN CUHAPOMA CyXOro rnasa y AeTedd, METOAO0B AWMArHOCTUKM
3aboneBaHus 1 anropuTMa Tepanmu.

Mamepuan u Memodsl. 0bcnenosaHo 187 neteli B Bospacte oT 3 4o 17 neT ¢ CMHAPOMOM CYX0ro rasa. [lns auarHocTu-
K1 cuHapomMa cyxoro rnasa (CCl) y peten npuMeHAIMCL MeToabl MCCne0BaHNs: BUOMUKPOCKONWS NepefHero oTAena rnasa
npu Auddy3HOM 0CBELLEHUM U C KODANLTOBLIM UILTPOM NOC/E MHCTUNNALMM BUTANIbHBIX KpacUTesen; UCCiefoBaHUe Bbl-
COTbI CNE3HOTO0 MEHWUCKA; BbIABIEHWE XapaKTEPHOr0 OTAENIAEMOr0 B KOHBIOHKTUBANIbHOM MeELLKE, KCepo3a r1la3HoW NoBepx-
HOCTM; OLIeHKa cnesonpoayKummn (npoba Lnpmepa I) n cTabunbHOCTM CNE3HOM NNEHKM.

Pesynemamel. Y HabntogaeMbix aeteid, 3BeHbAMK natoreHesa CCIT agnsnuch cnepytowme: 3aboneBaHus rnasHom no-
BEPXHOCTW U NPULATOYHOIO annaparta rnasa, KOHTaKTHas KOppeKUMs aMeTponum, XMpypryeckue onepaumun Ha KOHbIOHKTUBE
Y rNa30/BUraTeslbHbIX MbILLLLAX; OTOrEHHbIV HEBPUT NIMLLEBOr0 HEepPBa; PEBMATOMAHBIA apTPUT; SHLOKPUHHAA odTanbMonaTus;
naroTanbM; TEPMUYECKUE U XMMUYECKWE OKOMU W ap.

OueHKa NPOAYKUMM Crie3bl U CTabUNBHOCTU CNE3HOM NNEHKM Y [eTel AOLWKOMbHOr0 U MNafLLero LKOJIbHOMO Bo3pacTa
He BCeraa BbINoiHWMa. B cBA3M ¢ 3TMM OCHOBHBIM AMArHOCTMYECKUM METOAOM ABNAeTCS d1oMUKpocKonus. Tpu 61oMuKpo-
CKOMWUM HaMK BbisIBIEHbI 06EKTUBHBIE KiMHUYecKue cumnToMbl CCTy feteit. Boigenunu yetbipe ctenenm Tsxectu CCI: nér-
Kasl, CpeAHETAXKENAS, TAXKENAA U KpalHe TxeENan. OnucaHbl CybbeKTUBHBIE M 06 EKTUBHbIE KIIMHUYECKME NPU3HAKM KaXaoM
CTEMEeHMN TAXECTU 3aboneBaHus.

B neuyenun CCT y peTeit HEOBXOAMM MHAMBMAYANbHBIA MOLXOA M NEPCOHANM3MPOBaHHas Tepanus, OpUMeHTUPOBaHHas
Ha MHAMBUAYasbHYK NEPeHOCUMOCTb U 3DdEKTUBHOCTL JIEKAPCTBEHHOMO CpeAcTBa. TpebyeTcs MaKcuManbHas BpadebHas
HaCTOPOXKEHHOCTb, PaHHSIA M TOYHAA KIMHUYeCcKan AuddepeHumanbHas amarHoctuka Mexay CCI m MHdeKLMoHHOM Bocnanu-
TeNbHOW NaTonoruen NepeaHero oTaena rnasa.

3aknwoyeHue. MNpoBefEH aHanM3 0cobeHHOCTEl 3TMOMNaToreHe3a CMHAPOMA CYX0ro asa y AeTel Npy pasfnyHbIX HO30-
norusax. OnucaHbl XapaKTepHbIe KIIMHUYECKUE CUMMTOMBI M CTENEHM TAXKECTU 3aboneBaHus, MeTOLbl IUArHOCTUKM M anropuTM
NIeYeHUs CUHAPOMA CYXOro rnasa y feTeii. BbisiBieHHble KIMHUYECKWE W AMarHOCTUYECKME 0COBEHHOCTM CMHAPOMA CYXOro
rnasay AeTen cnocobCTBYHOT ero paHHel AUarHoCTHKe, YTO NO3BOJIAET CBOEBPEMEHHO HaYaTb NepCOHANM3MPOBaHHYIO0 C/e30-
3aMeCTUTESIbHYI0 U penapaTuBHY0 Tepanuio, NpeaynpeamB pa3BUTME XPOHUYECKOro TeyeHUs 3aboieBaHus, BO3HUKHOBEHMS
OCJIOXHEHWH, COXPaHUTb U/UNK BOCCTAHOBUTb OCTPOTY 3pEHMS.

KnioueBble cnoBa: CMHOPOM CyXoro rnasay neten; CYXOVI KePaTOKOHbHOHKTUBUT, HUTYaTLIN KepaTuT, A3Ba PoOrosuubl;
OUarHoCTuKa; cne3o3aMecTuTesibHaa Tepanua.
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Clinical features, diagnosis, and treatment
of dry eye syndrome in children

Ludmila A. Kovaleva, Tatjana V. Kuznetsova, Albina A. Baisangurova, Alina A. Zaitseva

Helmholtz National Medical Research Center of Eye Diseases, Moscow, Russian Federation

ABSTRACT

AIM: To investigate the etiopathogenesis and clinical features of dry eye syndrome in children, methods for diagnosing the
disease, and the treatment algorithm.

MATERIAL AND METHODS: One hundred eighty-seven children with dry eye syndrome aged 3 to 17 yr were examined. To
diagnose dry eye syndrome in children, the following research methods were used: biomicroscopy of the anterior part of the
eye under diffuse illumination and with a cobalt filter after instillation of vital dyes; examination of the height of the lacrimal
meniscus; identification of a characteristic discharge in the conjunctival sac, xerosis of the ocular surface; and evaluation of
tear production (Schirmer | test) and stability of the tear film.

RESULTS: We found that the links in the pathogenesis of dry eye syndrome in children were as follows: diseases of the
ocular surface and appendage of the eye, contact correction of ametropia, and surgical operations on the conjunctiva and
oculomotor muscles; otogenic neuritis of the facial nerve; rheumatoid arthritis; endocrine ophthalmopathy; lagophthalmos;
and thermal and chemical burns. It is now always possible to evaluate tear production and tear film stability in preschool
and primary school-aged children. In this case, the main diagnostic method is biomicroscopy. We identified objective clinical
symptoms of dry eye syndrome in children using biomicroscopy. Dry eye syndrome was classified into four degrees of severity:
mild, moderate, severe, and extremely severe. The subjective and objective clinical signs of each disease severity are described.

An individual approach and personalized therapy are required to treat dry eye syndrome in children, focusing on the
individual tolerability and effectiveness of the drug. Maximum medical alertness and early and accurate clinical differential
diagnosis between dry eye syndrome and infectious inflammatory pathology of the anterior part of the eye are required.

CONCLUSION: The features of the etiopathogenesis of dry eye syndrome in children with various nosologies are examined,
and the characteristic clinical symptoms and severity of dry eye syndrome, diagnostic methods, and algorithm for treating dry
eye syndrome in children are described. The clinical and diagnostic features of dry eye syndrome in children described by us
contribute to its early diagnosis, allowing for the initiation of personalized tear replacement and reparative therapy on time,
preventing the development of a chronic course of the disease, the occurrence of complications, and the preservation and/or
restoration of visual acuity.

Keywords: corneal ulcer; diagnostics; dry eye syndrome in children; dry keratoconjunctivitis; filamentous keratitis; tear
replacement therapy.
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BBEJEHUE

[MasHas NoBepXHOCTb BKIIKOYAET pasfiMyHble aHaTOMM-
UecKue CTPYKTYpbl, TaKUe KaK 3NUTEeNUiA poroBuubl, UM,
KOHBIOHKTMBY rNa3Horo Absioka 1 BeK, a eé BHELUHUMM rpa-
HULL@MK CITyKaT HapyXHble 0TBEPCTUS BbIBOAHBIX NPOTOKOB
MenbOMMEBBIX KEeNE3 BEPXHEr0 UM HUXKHEro Beka. [nasHas
MOBEPXHOCTb NPeACTaBNisfeT cobon eanHbIA MexaHu3M, obe-
CreyMBaloLLMA roMeocTas CRE3HOW MieHKM, cTabunbHoe
(QYHKUMOHMPOBaHWE POroBULbI M KOHBIOHKTHBBI [1].

N3BecTHo, 4TO B OCHOBE MaToreHesa CMHAPOMA CyXoro
rnasa nexur GUCHYHKUMS NPeporoBUYHON CNIE3HON MIEHKH,
BO3HWKAIOLL,asA BCNIEICTBME CHUKEHWS YacTOTbl MUraTesbHbIX
OBWXeEHUN BeK, pexxe 1 pa3a 3a 10 ceKyHn, u/unm cokpalwe-
HWUS BPEMEHW pa3pbiBa CNE3HOM NNEHKM oT 1 00 9 ceKyHn
nocne MuraHus [2].

CuHapoM cyxoro rnasa (CCI) — 3ato MHorodakTopHoe
3aboneBaHue, XxapaKTepusyloLieecs HapyLieHeM CTabunb-
HOCTU CNE3HOM MNIEHKM, NPUBOLSALLEE K HapYLUEHWIO LienoCT-
HOCTU 1 BOCMaJIEHMIO NIa3HOM NOBEPXHOCTH, a TaKKe Henpo-
CEHCOPHbIM M3MeHeHMAM [3-5].

CybbektnBHble npusHakn CCI nposBnsioTcs YyBCTBOM
A1cKoMdopTa B rnasax, Bbi3BaHHBIM HECTAOWUIBHOCTbH) CNE3-
HOM NJIEHKY U CHIKEHWEM €€ 3aLLMTHON QYHKLMU BCeACTBUE
He0CTaTOYHON MPOLYKLMN CIE3HOM KMAKOCTU UM U36bITOY-
HOro eé ucnapeHus ¢ noBepxHoctu rnasa [6]. CCI okasbiBaeT
CYLLIeCTBEHHOE BAMSIHME Ha OCTPOTY 3pEHNS, KaYeCTBO JKU3HH,
TPYA0CNOCOBHOCTb, NCUXONOTMYECKoe U GU3NYECKOe COCTOS-
Hve naumeHToB. PacnpoctpaHénHoctb CCI' B Mupe cocTasnset
5%-50%, a B HekoTopbIX nonynauusax gocturaet 75% [7].

Puck CCI obycnosneH cnepytowmMm dakTopamu: auc-
QYHKUMA MeNBOMUEBBIX KENE3, MPUHAANEKHOCTb K MOHIO-
NIOVAHOW pace, HOLUEHUE KOHTAKTHbIX JIMH3, cuHapoM Llle-
rpeHa, BO3JENCTBME OKpYXaloLlen cpedbl (3arpsisHeHue
BO3/yXa, BETep, HU3Kas BNAXHOCTb, BbICOKOTOpbe), A/nTeb-
Has paboTa 3a KOMMbIOTEPOM, TMMOBUTaMMHO3 A, HapyLLEHMS
nuTaHus, pedpaKLMOHHas XMpyprus, caxapHbli auabert, ad-
(eKTHBHbIE M COMaTO(hOPMHbIE PaccTPOIACTBA, FTEHETUYECKME
HapyLeHus [7].

PacnpoctpaHénHocTb CCI cpean naumeHToB MOXMOMO
Bo3pacTa cocTasnisiet o1 7,4% (B AscTpanum) fo 93,2% (g Cay-
noBckoi Apasum) [8]. B HacToswee BpeMs McCnenoBaHWsA
POCCHIACKWX aBTOPOB MOKa3bIBaloT, YTO 3a MOCNeAHNE Jecs-
TUNeTUs YyacToTa Bo3HMKHoBeHMs CCI 3HaumTenbHoO Bo3pocna
B AETCKOM M MosiogoM Bo3spacTte. PacnpoctpaHénHocTs CCTI
CpeayM pOCCUMCKMX LUKOSIbHUKOB MMafLUMX KMaccoB cocTa-
Buna 40%, y crapieknaccHukoB — 70,6% [9-18]. Passutuio
CCl y peteit 3a4acTylo cnocobcTByeT MUKPOKIMMAT NoMe-
LieHnn [19], npuMeHeHMe cMCTEMHBIX SIeKapCTBEHHBIX Npena-
patoB (a-1- n a-2-agpeHobnokaTopsbl, f-afpeHobnoKaTopl,
AVYPETUKY, aHTUAENPEeCccaHTbl U MCUXOTPOMHbIE CPeacTBa).
®akTtopoM pucka CCI TakKe SBRAKOTCA MHCTUANALMK OG-
TaNbMOJIOTMYECKUX JIEKApPCTBEHHBIX CPeAcTB (aHTubaKTe-
puanbHbIX MpenapaToB, aHeCTETUKOB, B-aapeHobrokarto-
POB, TIOKOKOPTUKOMAOB, M-XONMHONMUTUKOB, CHUKAHILLUX

T.18,N22, 2023

DOl https://doi.org/10.17816/rpoj321832

PoccuiicKasn neamnarpmn4ecKas OdQTaﬂbMOﬂOFMH

CNEe30MPOAYKLMIO UM HapYLLAIOWMX YyBCTBUTENBHOCTb PO-
rOBULbl; BO3AEHCTBME KOHCEPBAHTOB rMasHbIX Kanenb [8].

N3BecTHO, UTO NPUMEHEHUE KOHTaKTHOW KOPPEeKLMM Npu-
BOAMT K 3HaUUTENIbHOMY CHUXEHUIO pe3ynbTaTos TecTa Lup-
Mepa, Yero He 0TMEYaeTCs NpU OYKOBOW KOPPEKLMM aMeTpo-
num [20, 21]. o paHHbIM NUTepaTypbl, NPU BPOXKAEHHOW
rnaykome CCI BoisBnsietcs y 73% neTent, a npu ucnosb3oBa-
HWM B-appeHobnokaTopoB ¢ KoHcepBaHToM — B 100% cny-
yaeB; Npyu caxapHoM anabete — y 100%, npu peBMaToMLHOM
yBeute — y 40% peteit. MHCTUANALMM TIOKOKOPTUKOMAOB
UMW HeCTepOMIHbIX MPOTMBOBOCMANMTENbHBIX NpenapaTos
cnocoberytoT nosinenmio CCTy 50% peTeii ¢ peBMaToOMAHBIM
YBEUTOM, a Mpu 1x KomMbuHaumn — B 100% cnyyaes [16].

0noHMM 13 ocHOBHBIX 3BeHbeB matoreHe3a CCI y peten
C peBMaTMYECKMMU UMMYHOBOCNANUTENbHBIMM 3aboneBaHms-
MM SIBNISIETCA UMMYHHOE BOCMasieHUe, NPy KOTOPOM MPOMUCX0AUT
CUCTEMHOE NOPaKeHUe COeAUHUTENBHOM TKaHu [22, 23]. Y 15—
25% 6onbHbIX peBMaTouaHbIM apTpuToM CCI™ pasBuBaeTcs ye
B AebioTe 3aboneBaHMs 1 MOXET ObITb NEpPBbIM NPOSBIIEHNEM
CUCTEMHOM NaTosoruy, a Npu cTaxe bonesxu bonee 5 net faH-
Has npobnema BbISBNAETCA MPAKTUYECKM Y BCEX MALMEHTOB;
TSKENAA M KpaiHe Tsxenan creneHb CCI npyu nMMyHoBoCna-
JUTENbHBIX peBMaTUYECKUX 3abonieBaHmMAX BCTpeyaeTes B 67%
cnyyaes [23]. Mpu pnntensHoM cTaxe 3aboneBaHus Ha GoHe
MPUEMA LIMTOCTAaTUKOB M MUMMYHOCYMPECcopoB, HabmoaaoTcs
3HaunTeNbHbIE M3MEHEHUSI B COCTOSHUM MOBEPXHOCTU [1asa,
MpOSIBAOLLMECH XPOHUYECKUM BOCTIaNieHneM, MHQUbTpaLmen
CTPOMbI POroBULbl, KOHBHOHKTUBbI, HapyLLEHWEM 3MUTeNU3a-
LMK rNa3HON MOBEPXHOCTY, MOPaXKEHWEM KpaeBoW 30HbI po-
roBuLbI M MO, UTO COMPOBOXKAAETCS CTOMKUM HapyLLEHUEM
MECTHOr0 UIMMYHUTETa W CNIOCODCTBYET TSHENOMY TOPMMAHOMY
TeYeHuIo 1 HebnaronpuaTHoMy nporHosy CCr.

B HacTosLee BpeMsa foKa3aHa BbiCOKas 3QGEeKTMBHOCTb
NMpUMeHeHus Kanesnb 6e3 KOHCepBaHTOB Ha OCHOBE r1aypo-
HOBOW KWCNOThI, PEOIOrMYECKUe CBOICTBA KOTOPOW Ompefe-
NAOTCA MONEKYNIAPHOA Maccoi U KOHLeHTpaumen, bnmsKoii
K TaKOBbIM B CNE3HON MUAKOCTW. [ManypoHoBas KucnoTa
cnocobcTByeT 06pa3oBaHMI0 Ha MOBEPXHOCTM POrOBULbI PaB-
HOMEPHOMN NPeporoBUYHON NNEHKK [22, 24].

B MHCTPyKuMsX 60MBbLIMHCTBA CNE303aMeCTUTENbHBIX
npenapaToB OTCYTCTBYIOT MOKa3aHUA O MPUMEHEHUU WX
B [J,eTCKOM Bo3pacTe. HasHaueHWe Takux npenaparos ¢ y4é-
TOM OTCYTCTBMS (PapMaKOorMYeckn 3HauMMoro noboyHoro
abdeKTa, 3a UCKIIYEHUEM anepruyeckon peakumm, BO3-
MOJHO, ecnn y pebeHka umetotca npusHakm CCT, Tpebytowue-
ro YBNaXXHEHWA rNasHoii noBepxHocTu [25].

Uenb. AHanu3 3TMonatoreHe3a U KMHUYECKUX 0CobeH-
HOCTEI CUHAPOMA CyXOro rnasa y AeTed, MeTo[0B AMarHo-
CTUKM 3aboneBaHus W anropuT™a Tepanuu.

MATEPUANT U METObI

3a 2020-2023 rr. obcnenoBaHo 187 peTeii B Bo3pacTe
ot 3 o 17 neT ¢ cMHAPOMOM cyxoro rnasa. [lns auarHocTukm
cuHapoMa cyxoro rnasa (CCI) y peteli npUMeHsnMcb MeToapbl:
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BroMuKpocKonus nepeaHero oTaena rnasa npu auddysHoM
0CBeLLEeHMM U € KobanbToBbIM QUALTPOM MOC/E UHCTUNAS-
LMW BUTaNbHBIX KpacuTenei; uccnefoBaHue BbiCOTbl CIE3-
HOrO MEHWCKa; BbISIBNIEHWE XapaKTEpHOr0 OTAENSeMOro
B KOHBIOHKTMBA/IbHOM MELLKe, KCepo3a rnasHol NoBepxHo-
CTW; OLieHKa cnésonpoayKumm (npoba LWupmepa 1) n cTabunb-
HOCTM CNE3HOW NEHKM.

PE3YJIbTATbI

Y BonblMHCTBA NAUMEHTOB CUHAPOM CYXOro rjlasa pas-
BU/ICSA BCNEACTBUE CHUMEHWSA YacTOTbl MUraTesbHbIX ABU-
JKEHUI Ha (OHe XPOHMYECKOM MOBbILIEHHOW 3pUTENbHON
Harpysku npu paboTe Ha BM3KOM OT ria3 paccTosHWM C Ne-
YaTHOM NPOLYKLMEN, MOHUTOPAMM 3NIEKTPOHHBIX YCTPOMCTB;
HapyLIEHNS MHHEPBALMW POroBMLIbI U KOHBIOHKTUBI.

3seHoM natoreHe3a CCI y peTeid Bbino cokpaleHue
BPEMEHW pa3pbiBa CNE3HOW NNEHKM, T.e. MOBbILEHWE WC-
NapseMoCTV CNE3HOM MIEHKW W/UIKM CHUXKEHUE KOMN4ecTBa
MPOAYKLMW BOAHOTO, IMMMAHOTO U MyLMHOBOTO KOMMOHEH-
TOB CNE3HOW mnéHkU. OaHoi u3 npuumd CCT MoxKeT ObiTb
HapyLUeHUe CTPYKTYpbl 3MWUTENUS TNa3HOW MOBEPXHOCTH,
obecrneyvBalolLiell €€ TeCHoe B3aUMOJENCTBUE CO CNIE3HON
MNEHKOW, a TaKXKe pasfiNyHble COYETAHMS NEPEYNUCTIEHHBIX
dakTopos (puc. 1).

Hanbornee TsHXENbIMM 3TMONATOrEHETUHECKUMU (aKTO-
pamMu CMHApOMA CYXOro rnasa y HabmogaeMbix MauueHToB
ABNANMCb BOCMaNUTENbHbIE W anfepriyeckue 3abonesaHus
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rNa3HoM NOBEPXHOCTM W NMPUAATOYHOrO anmnapara rnasa, Ta-
Kue Kak OUChYHKUMA MeliboMMEBBIX ENE3, KOHbIOHKTUBMUT
MHAEKLMOHHBIX UM aNNepruyeckuin, UHPEKLMOHHBIN Kepa-
TUT Y 3Ba POrOBULbI, CKIEpUT, AaKkpuoagenrut — 75,9% (142
pebéHKa) (puc. 2—6).

0nHum n3 daktopos CCIT ABNSeTCA KOHTaKTHas Koppek-
Li1s aMETPONMK, B TOM YUCTE NPU HApYLLIEHUW UCMOSb30BaHMS
opToKepaTtonorudeckmx nnH3 — 9,6% (18 uenosek). B 1%
cnyyaeB (2 naumeHTa) CHAXEHWE NPOLYKLUMM Crie3bl SBUNOCH
CNeACTBUEM XMPYPrUYECKMX OMepauui Ha KOHBIOHKTUBE
¥ rnasogpuratesbHbix Mblwuax. B 1% cnydyaes (2 yenose-
ka) CCI" accounmpoBancs ¢ 3aboneBaHWaAMK, NPUBOAALLMMY
K HapyLUEHMI0 QYHKUMI IMLEBOT0 W/ TPOMHUYHOTO HepBa
(OTOreHHBIN HEBPUT NIULLEBOTO HEPBA) U C XMPYPrUYECKUM fle-
YEHWEM BPOXAEHHOTO MUIMEHTHOIO HEBYCA KOXM BEPXHEr0
U HWXHEro Beka. BoiseneHo, uto CCI Gbin cnpoBouupoBaH
TaKKe peBMaTonaHbIM apTpuToM (2% cnyyaes, 3 naumeHTa),
cuHapoMoM LUerpena (1% cnydaes, 2 nauumeHTa), caxapHbiM
anabetoM (1% cnyyaes, 2 4enoBeKa), 3HAOKPUHHON 0dTaNb-
monatweii (0,5% cnyyaes, 1 naumeHT); narodransmom (1%,
cnyyaes, 2 peten). B psge cnyyaeB K pasBuTMIO CMHLPOMA
NpUBENM TEPMUYECKME U XuMUYecKue oxoru (1%, 2 pebeH-
Ka), annasusa cnésqoi xenessl (0,5%, 1 pebeHoK), reHeTn-
yeckoe 3abonesanue (0,5%, 1 yenosek). Y 9 6onbHbIx (4,8%
cnyyaes) atmonornyeckumu daktopamm CCT bbinm KMMaT-
yeckue ycnosus (TeMnepatypa BO3ayxa, BeTep, CMor v ap.).

Y Bcex HabniopaeMblx MaUMEHTOB YCUNIEHMIO CUMMTO-
moB CCI cnocobcTBoBan HebnaronpuaTHLIA MUKPOKSIMMAT

Puc. 1. Pa3pbiB cnésHomn nieHKu.
Fig. 1. Tear film rupture.

Puc. 2. OucdyHKUMS MeboMMEBBIX KENEs.
Fig. 2. Meibomian gland dysfunction.

Puc. 3. KOHBHOHKTUBUT MHGEKLMOHHBIN aieHOBUPYCHbI.
Fig. 3. Conjunctivitis infectious adenovirus.
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Puc. 4. VIHDeKUMOHHBINA KepaTuT repneTUyecKui.
Fig. 4. Infectious keratitis herpetic.
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Puc. 5. Ckneput nepefHui.
Fig. 5. Sclerite anterior.

Puc. 6. [lakpnoapeHut: @ — S-0DbpasHoe Cy:KeHWe rnasHoi Lenm
Mpy AaKpPUOafieHNTe, OTEK W rMepeMmsi BEpXHEro BeKa N1eBoro rna-
3a; b — 3xorpacmsa: cnésHas xenesa yenndeHa (4,2 Mm x 20,0 mm),
OnpenenseTcsa BblpaXKeHHbI KPOBOTOK.

Fig. 6. Dacryoadenitis: @ — S-shaped narrowing of the palpebral
fissure with dacryoadenitis, edema, and hyperemia of the upper
eyelid of the left eye; b — ultrasonography: the lacrimal gland
is enlarged (4.2 mm x 20.0 mm) and pronounced blood flow is
determined with a violet tint.

MOMELLEHWI, HanpuMep, MOBbILIEHHAsA KOHBEKLMS BO3AyXa
OT KOHAMLMOHEPOB M BEHTUNATOPOB, HU3Kas BJTaXKHOCTb BO3-
JyXa B NOMeLLEeHWM, 3anbIIEHHOCTL NOMELLEHNS, MacCUBHOE
KypeHue, napbl XMMUYECKUX BELLeCTB; MHdpaKpacHoe W3-
NIy4eHWe OTOMUTESIbHBLIX NPMOOPOB, CHUMAIOLWLMX BAAXHOCTb
BO31yXa U T.N.

OtMeueHo, yto cumnTombl CCI ycunusaroTcs npu uH-
CTUINALMK 0BTaNbMOOTUHECKUX JIEKAPCTBEHHBIX CPEeLCTB,
TaKMX KaK aHTMbaKTepuanbHble mpenapartbl, aHeCTETUKM,
B—anpeHobnokaTopy, FOKOKOPTUKOMAM, M-XONMHONUTUKY,
CHIKAIOLLUMX NPOAYKLMIO CNe3bl UM HapYLLAKLMX YyBCTBM-
TENIbHOCTb POroBULbI. TOKCMYECKOEe [AEeiCTBME Ha 3NUTENNNA
rNasHoOW MOBEPXHOCTM OKa3blBAlOT KOHCEPBaHTbl JOObIX
rnasHbIX KaneJb.

T.18,N22, 2023
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PacnpoctpaHénHoctb CCI y aeTei cnoHO AnarHocTyu-
poBaTb W3-3a BO3PACTHbIX U XapaKTeponorMyeckux ocobeH-
HocTei. B 6onbLUMHCTBE ClyyaeB poAUTENM CaMOCTOSTENTbHO
06palLaloT BHMMaHME Ha U3MEHEHWe BHELLUHEro MoBefeHus
pebEHKa, YTO CTAHOBUTCA MOBOLOM 0bpalleHns K odTanb-
Morory.

MonyyeHHble OT poauTeNell aHaMHECTUYECKUE AaHHbIe
MNO3BONAKT BbIAENIUTb XapaKTepHble CYObEKTUBHbIE KIMHU-
ueckue cumntoMbl CCT y peteid. Okpyxatowwme B3pocnble
0bpalLaloT BHUMaHWe, YTO PEBEHOK LLYPUTCH, YaCTUYHO
CMbIKaeT BEKM, UHTYUTMBHO MbITAsACb YMEHbLUMTb LUMPUHY
TNasHoM LUenW; TPET rnasa; yalle MUraet; NosB/iseTca no-
KpacHeHWe rna3 1 CIIU3UCTOe OTAENSEMOE U3 KOHBHOHKTU-
BaJIbHOr0 MELLIKA, 0COOEHHO BbIPaXKEHO NOC/e HOYHOTO CHa;
OTCYTCTBYET WM CHUXKAETCA KONIMYECTBa cne3bl Y pebEHKa
Npu nnadye; BO3HWKaeT cBeT0D60sA3Hb, ObICTpas yToMASEMOCTb
MpW 3pUTENBHOI Harpy3kKe.

Optum n3 cumntomoB CCT y peteii sBnsieTca pediek-
TOpPHOE Crie30TeyeHne, N0 MHEHWI0 poauTenel, He Koppe-
NMpYloLLEe C ONpefeneHneM «CUHOPOMOM CyXOro rnasan,
uTo TpebyeT NpoBeLieHNs pasbsACHUTENbHOW paboThl ¢ Npes-
CTaBUTENAMM pebEHKa.

KpoMe BHeLLHMX MpU3HaKOB, HEKOTOPble AETU Npu fe-
TaNbHOM 0Mpoce OMWCHIBAKOT YyBCTBO AMCKOMMOpTa, pesb
B [N1a3ax, YyBCTBO MHOPOAHOMO TeNia, HOKEHUE W «NeSIeHy»
nepej rnasamu, 3aTyMaHuBaHue 3peHus.

Bce BblLLenepeyncneHHble CMMNTOMBI YacTo YCUIMBAIOTCS
MpW 3pUTENBHONM HarpysKe, CMore, CyXOM BO3[yXe, CKBO3HS-
Kax, BETpe, Ha/M4um MbIM UM XMMUYECKUX NapoB B BO3Ay-
Xe, BO34ENCTBUM IQUPHBIX Macen 1 pesKux 3anaxos..

[pu BrioMrKpocKonum Bbinn BbiSBNEHbI 0GBEKTUBHbIE KIW-
Huyeckue cumnToMbl CCT y feTeid, TaKue KaK CHUKEHWE Bbl-
COTbI CNE3HOr0 MEHMCKA BrJIOTb [0 €ro MoJIHOrQ OTCYTCTBUA
(pvc. 7), xapaKTepHoe OTAeNsieMoe B KOHBIOHKTUBASIbHOM
MELLKe CTIM3UCTOe, HUTEBUAHOE, Npo3padyHoe, becLBeTHOe.

Kcepo3 rnasHoli moBepxHOCTW, MOBLILLAKLWMIA TPEHUE
KOHBIOHKTMBbI BEK U rnasHoro sbnoka (puc. 8), cnocobetsy-
eT MOSABMIEHUI0 CKNaA4aTocTU OynbbapHON KOHBIOHKTUBHI

Puc. 7. CHuxeHWe BbICOTbI CIE3HOTO MEHUCKa BMJIOTb [10 ero nof-
Horo oTcyTcTeusA. OKpalLMBaHWe Y4acTKOB Ae3NUTeNu3aLmum poro-
Buubl 0,1% pactBopoM dtoopecuienHa HaTpus.

Fig. 7. Reducing the height of the lacrimal meniscus up to its
complete absence. Staining the areas of de-epithelialization of the
cornea with 0.1% sodium fluorescein solution.
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Puc. 8. OkpalumBaHue yyacTKoB Aeanutenusauuu porosuubl 0,1%
pacTBOpOM (I0OpecLienHa HaTpUs U CIM3UCTOro OTAENSAeMOro
B KOHBIOHKTVUBAJIbHOM MeLLKe.

Fig. 8. Staining areas of de-epithelialization of the cornea with
a 0.1% solution of sodium fluorescein and a mucous discharge in
the conjunctival sac.

1 06pa3oBaHMi0 KPYMHO CKNaAKN KOHBIOHKTMBbI Ha rpaHuLie
3a[IHEro Kpas HUXHEro BeKa, KoTopas, CMeLasch Npu Mu-
raTesibHbIX IBUMEHMSAX, MOXET JOCTUIaTh PECHUYHOTO Kpas
HWXKHEr0 BEKa; MUKPO- 1 MaKp0-3p03UN POrOBHLIbl, KOHbHOH-
KTUBbI BEK W TNa3Horo A6/oKa, AuarHocTUpyeMble Npu UH-
CTUANALMW BUTANbHBIX KpacuTene.

B kauectBe kpacuteneit ucnonb3syetcs 0,1-0,2% pacteop
tnoopecLienHa HaTpus, KOTOPbIA OKPaLLMBAET y4acTKW [e3-
NUTeNU3aLMmM rnasHoi noeepxHocTn. PactBopbl 1% beHranb-
CKoro po3oBoro W 3% nMccaMUHOBOrO 3eIEHOT0 MO3BONST
BbISIBUTb HanMuWe [lereHepaTMBHO U3MEHEHHBIX KITETOK 3MHK-
TeNNA KOHBIOHKTUBLI M poroBubl (puc. 9, a, b).

OueHKa npoayKumu cnesbl M CTabUIBHOCTU CRE3HOW
MAEHKN Y AeTel AOLIKOBHOIO W MNaJLLEro LWKObHOMO BO3-
pacTa He BCErAa BbINOJIHUMA B CUY MCUXO3IMOLIMOHANBHbIX
ocobeHHocTel. Tak, nay B OTBET Ha MCMOMIb30BaHWe HEMHBA-
3MBHBIX W MHBA3MBHbIX METOLOB AMarHOCTUKK criocobeTayeT
yTpaTe 40CTOBEPHOCTU UCCEeL0BaHUS.

Y [eTen cpefHero u CTapluero LUKONbHOTO BO3pacTa
He BbI3bIBAET 3aTPYLHEHWUI OLEHKa CTabWUIbHOCTU CNE3HOIA

Puc. 10. CuMNTOMbI KCepo3a: @ — MaKpo3p03uM KOHBIOHKTUBbI
W pOrOBULbI, OKpaLLMBaHWe pacTBopoM 1% GeHranbcKoro po3oBo-
ro; b — MUKpO3po3uM (3NUTENMONaTUs PoroBuULbI), OKpaLLMBaHe
0,1% pacTBopoM htoopecLienHa HaTpus.

Fig. 10. Symptoms of xerosis: @ — macroerosion of of the cornea,
irrigated with 1% rose bengal; b — microerosion (corneal epitheli-
opathy) stained with 0.1% sodium fluorescein solution.
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Puc. 9. WHctunnaumm ButanbHbIX Kpacuteneil: @ — pacteop 3%
JIMCCaMMHOBOrO 3eNéHOro; b — pactBop 1% beHranbckoro po3o-
BOTO.

Fig. 9. Instillations of vital dyes: @ — solution of 3% lissamine
green; b — solution of 1% rose bengal.

MNEHKU NYTEM OMNpefeNieHNs BPEMEHU pa3pbiBa CE3HOM
nnéxku (npoba HopHa) v oLeHKM cnesoonpoaykumm (puc. 1).
Cne3onpoayKuMs  OpUEHTMPOBOYHO  OLEHMBaeTCH
npy BUOMMKPOCKONY B X0[e ONpefeneHus BblCOTbl CE3HO-
ro MEHUCKA W NMPUMEPHOr0 KOJMYECTBa CNE3HON KUAKOCTH
B KOHBIOHKTMBANbHOM Meluke. CyMMapHas cne3onpomyk-
uMs uccnenyetca nposefeHueM npodsl Lnpmepa-I. Ouenka
basanbHoii cnesonpoaykumu (npoba Lupmepa-ll n npoba
no [LKoHcy) He NPOBOAMTCA, TaK KaK y noAasnstoLLero 6osib-
LUIMHCTBA AEeTeN 3TV UCCef0BaHUS 3aTPYAHUTENbHDI.
Crenenn taxectn CCT y pmeTen, Kak npu obLienpuHs-
TOW KnaccuduKaumum y B3pOC/bIX, Mbl AefUIM Ha NETKYO,
CPEOHETSIKENYH, TAENYI U KpaiiHe Taxeényw. [na néer-
Koii ctenenn Tsxkectn CCI y peTei xapakTepHo pedek-
TOPHOE MOBbILLEHME CNIe30MPOLYKLIMM CNE3HOW Kene3oin
NpWU OTCYTCTBUM OOBEKTMBHBIX KIMHUYECKUX MPU3HAKOB
1 npeobnagaHun cybbeKTMBHLIX. CpefHsas cTeneHb Taxe-
ctn CCT n cpepHeTskéNas GopMbl 3aboneBaHust conpo-
BOXJAKTCA CHUXEHUEM pedNIeKTOPHOM Ce30npoayKLum
BCNIeJCTBME MCTOLLEHWUA KOMMEHCATOPHbIX BO3MOXHOCTEV

Puc. 11. fI3Ba poroBuubl KcepoTuyecKas.
Fig. 11. Corneal ulcer xerotic.
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cnésHoil enesbl. Habniogaetcs ycuneHme cybbeKTUBHBIX
MPU3HAKOB W NosBNEHNE 06BEKTUBHBIX CUMMTOMOB KCepo-
3a, TaKUX KaKk MUKPO- W/WAM MaKpo-3p03uM KOHBIOHKTUBbI
M pOroBuLbl — 3MMTENMONATHSA, XapaKTepHas ANs CyXoro
KepaToKoHbloHKTMBMTa (puc. 10, a, b).

Taxenas crenenb CCI' y aeTen Bo3HMKana npum oTCyTCTBUM
a[leKBaTHOW Tepanuu HavanbHbIX cteneHei CCI, npu nopa-
YKEHUM NIMLLEBOrO U TPOWHWYHOrO (1 M 2 BETBW) HEPBOB, Na-
rodtanbMe, KcepodTanbMuu, BPOXKAEHHBIX U FEHETUYECKUX
aHOManusX pasBuTUA NPUAATOYHOMO anmaparta rnasa.

Mpun Taxenoi creneHn CCI Mbl oTMeyanu oTCyTCTBUE
pedIeKTOPHON NPOAYKLMM Cne3bl CNE3HON Xene3ol, Bbl-
paXeHHble CYObEKTMBHbIE NpU3HaKM 3aboneBaHus, npo-
rPeccMpoBaHME OOBEKTMBHBIX KIMHUYECKUX CUMMTOMOB,
NosiB/IEHUE MaKpO-3p03UM KOHBIOHKTMBBLI M POrOBMLbI, Xa-
PaKTEPHbIX A1 CYXOr0 KEPaTOKOHBHHKTUBUTA; HUTEBUAHBIX
OTC/IOEHUIA 3NUTENUA POrOBULLbI, ABNIAKOLLMXCA NpU3HAKaMK
HWTYaToro Kepatuta. [lpu cyxoM Kepatute C W3bA3BIEHNU-
€M MaKpo-3p03uK, CrMBaschb, 00pa30BbIBaNN U3bA3B/IEHNS
POroBULbI ¥ KOHBIOHKTMBbI Pa3fnyHOi GOPMbI U BEMUYMHI,
BM/IOTb [0 TOTasbHbIX. YcyrybneHue Kcepo3a MOBEPXHOCTH
POroBULbI M AOCTUKEHWUSA UM CPESHMX U FyDOKMX CNOeB 3a-
BepLUaeTCA 00pa30BaHUEM KCEpPOTUYECKOI S3Bbl POroBULIbI,
MpW OTCYTCTBUM af,EKBATHOW Tepanum UCXO40M MOXKET bbiTb
nepgopauus porosuusl (puc. 11).

Ha ¢oHe KoppekTupoBKM Tepanuu Tskénas cteneHb CCI
“Mena braronpusTHoe TeyeHme, CUMMTOMbI €€ KynpoBanmCh.

B 3atnonatoreHetnyeckoii Tepanuu CCI y peTeit Mbl uc-
Mnosb3yeM [1Ba OCHOBHbIX HanpaBneHWs — 3T0 BOCMOJIHe-
HUe aeduuMTa CNE3HOM XKMOKOCTU M CTabunusaumsa CnésHoi
MAEHKM, 3aKIIYaLLMECS B AUTESbHbIX, YaLle NOCTOSHHbIX
MHCTUANALMAX B KOHBIOHKTUBA/bHbINA MELLIOK NeKapCTBEHHbIX
CPeLCTB Pa3fINYHON CTENEHN BA3KOCTM, 3aMEHSIOLLMX Criesy,
COAepXalunx Npou3BOAHbIE METUNLIENI0N03bl U TUanypo-
HOBOW KMCNOTbI, NOIMBUHWNOBBIA cupT W apyrue. UHctun-
nAuMM NpoBoaATcs 6—8 pa3 B AeHb.

JlekapcTBeHHble MpenapaTbl «UCKYCCTBEHHOW Clesbl»
MMEIOT Pasnuunsa He TONBKO MO COCTaBY, HO U MO CTEMEHN
BA3KOCTY: reneBble; BbICOKOW, CPEIHEN U HU3KOW CTeneHeil.
loKasaHWeM [fif HasHa4eHUs NpenapaToB WUCKYCCTBEHHOM
cnesbl HU3KOW BA3KOCTW sBnsieTcA nérkas creneHb CCI.
Mpu cpenHen n Taxeénon creneln CCI ucnonb3ytoT MUCKyc-
CTBEHHYIO C/Ie3y CPeHeN W BbICOKO BA3KOCTY, renn. KpaiHe
TsKénas cteneHb CCI ABnseTca NokasaHWeM K NpUMEHeHMIo
BCEX IPpynn cne303aMecTuTeNbHbIX MpenapaTos, pernapaTus-
HbIX FJ1a3HbIX Kanenb 1 Mase.

B neuenun CCI y peTeit HeOOX0AMM MHAMBMLYAbHbIN
MOLXOA M NepcoHanu3MpoBaHHas Tepanus, OpUEHTUPOBaH-
Has Ha HalM4Me B COCTaBe MperapaTa KOHCEpBaHTa U ero
TOKCWMYHOCTb, MHAMBUAYANbHYI0 NEepeHOCUMOCTb U 3bdeK-
TMBHOCTb JIeKapCTBEHHOro cpencTea. TpebyeTcs Makcu-
ManbHas BpayebHas HACTOPOXEHHOCTb, PaHHAS U TOYHas
KIMHWMYeckas guddepeHumanbHas auardoctuka Mexay CCr
1 WHQEKLMOHHOW BOCManuUTeNbHOM Natofnoruei nepesHero
0TAeNa MNasa, TaK Kak HecBoeBpeMeHHas auarHoctuka CCT,
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pacLuMpeHue CneKTpa 1 KoMYecTBa He0boCHOBaHHO MCMOJTb-
3yeMbIX JIeKapCTBEHHbIX CPEACTB MU OTCYTCTBUM MOJIOMKM-
TeNbHON AMHAMMKM OT UX NPUMEHEHUS! IPUBOAMT K XPOHMYeE-
CKOMY TeyeHUto 3a60/1eBaHIs, BO3HUKHOBEHMIO OC/OMKHEHMIA

3AKJIO4YEHUE

lpoBea€H aHanu3 0cobeHHOCTEN 3TUONATOreHe3a CUH-
apoMa cyxoro rnasa (CCI) y peTent npu pasnnyHbIX HO30-
norusix. OnucaHbl XapaKTepHble KIMHUMYECKUE CUMMTOMbI
u ctenenn Taxectn CCI, MeTofbl AMArHOCTUKM U anropuT™
neyeHuns 3n6osieBaHNa y AeTelt. BoisBNeHHble KIMHUYeCKMe
W AmarHocTudeckne ocobeHHocTH 3n6oneBaHua cnocobeTay-
10T €ro paHHet AMarHoCTUKe, YTO MO3BOJSET CBOEBPEMEHHO
HauaTb NepCcoOHaNU3MPOBaHHYI0 CIle303aMeCcTUTENbHYI0 U pe-
napaTuBHYI0 Tepanuio, NPeLynpeauB pa3BuTHE XPOHUYECKOTO
TeyeHus 3aboneBaHNs, BO3HUKHOBEHUSA OCMOXKHEHWI, COXpa-
HWTb W/UNN BOCCTaHOBUTL OCTPOTY 3pEHUA.

AOMO/IHUTE/IbHO

WUcTounuk duHaHcupoBaHus. ABTOpbI 3asBNSOT 00 OTCYTCTBUM
BHELLIHEro UHaHCMpOBaHUS MY NPOBEAEHNM UCCIe0BaHMS.
KoHbnuKT uHTepecoB. ABTOpbI AEKIApUPYIOT OTCYTCTBUE SBHbIX
1 NoTeHUManbHbIX KOHQIMKTOB MHTEPECOB, CBA3aHHbIX C Mybnnka-
LMeN HacTosLLIEN CTaTbu.

Brknap, aBTopoB. Bce aBTOpbl NOATBEPXKAIOT COOTBETCTBME CBOEMO
aBTOPCTBA MeXyHapoaHbIM Kputepmsam ICMJE (ce aBTopbl BHEC/N
CYLLLECTBEHHBI BK/a, B pa3paboTKy KOHLENLWKW, NpoBefeHe mc-
CNeaoBaHUs U NOAFOTOBKY CTaTby, MPOYAM M 0400punv GuHanbHyto
Bepcuio nepen, nybnukaumei). Hambonblumin BKNad, pacnpefenéH
cnepytolmmM obpasom. JT.A. Koanesa — 3aMbicen 1 paspaboTka
[M13aiiHa UCCNef0BaHWs, fleYeHne, HanmcaHye TeKCTa U pefaKTh-
pOBaHMe cTaTbk, Chop ¥ aHanM3 UCTOUHUKOB NuTepaTyphl; T.B. Kys-
HeLloBa — COOP KJIMHNYECKUX W INArHOCTUYECKMX AaHHbIX, aHann3
AaHHbIX; AA. BalicaHrypoBa — cbop KIIMHWYECKUX U AnarHoCTYe-
CKMX A@HHBIX W CTaTUCTMYeCKas 0bpaboTka; A.A. 3alilieBa — cbop
KIIMHWMYECKX U AMarHOCTUYECKMX [JaHHbIX, CO3AaH1e 6a3bl JaHHbIX.
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BnedaponTos: knaccudukaumsa, AMArHOCTUKA
W 3HAYMMOCTb AUHAMOMETPUU ANA ONTUMU3ALUM
TaKTUKU NIeYeHUs OnyLLeHUs BepXHero Beka

N.A. Ounatosa, H0.1. Kongpateesa, C.A. LLemetos, M.C. Tpedunosa

HMWLL rnasHbix 6onesHen uM. FenbMronbua, MockBa, Poccuiickas ®epepauus

AHHOTALMA

[T03 BepxHero BeKa 0CTAaéTCs CaMoM pacnpoCTpaHEHHON NaToNorMel BCNOMOraTeNlbHoro annapara rnasa Kak y AeTei,
TaK W cpeau B3pOC/Oro HacenieHus. B HacTosiwee BpeMs HEM3BECTHO CMOCOBOB TepaneBTUHECKOW KOPPEKLMM OMyLLeHMs
BepxHero BeKa. Bo3MoXHO TONbKO onepaTuBHOe feyeHne JaHHOro 3aboneBaHus. 04HaKO Nocne Xvpypruyeckoro BMeLua-
TENbCTBA PETUCTPUPYIOTCA HEYLOBNETBOPUTENbHbIE pe3ynbTathl y 8—26% naumeHToB. CyLuecTBYeT HECKOMbKO HanpaBieHui
onepaTuUBHOrO neyeHus bnedaponTo3a, TakMX KaK OMepaLmm Ha MblLLLEe, NOLHUMAIOLLEN BEPXHEE BEKO (Pe3eKLMs NeBaTopa,
peLieccusl, fieBatoponacTika ¢ GopMMpPOBaHUEM LyONMKaTypbl fleBaTopa U T.4.) U €€ CyXOXuiuu (anoHeBpos), onepawmm
Ha Tap3anbHOM NacTUHKe, OnepaLumi «NOABELUMBAIOLLErD TUNAY.

B cnyyae xupyprdeckoro neveHns 6neapontosa oCTagTCa BbICOKUIA MPOLEHT runo- W runepaddextos. CTaHAapTHbIe
JIMHeliHble MeTobl OnpeaeneHns BUOMEeTPUYECKUX NapaMeTPOB NOABUMHOCTY BEPXHEro BeKa 1 CTENeHU NTo3a, NpOBOAUMbIE
B MpefonepauMoHHbI Nepuos, He BCErAa AaloT Xopolume pesynbTaTtbl. OTCYTCTBYIOT HafLEXHble KpUTepuUW, No3BoNsioLLme
C BbICOKOM A0IE BEPOSATHOCTW NPOrHO3MPOBaTh UCXOZ, XMPYPrYecKoro JIEYEHUS U NaHUPOBaTb 06BEM onepaLyuy.

BeposiTHo, NpUMeHeHWe Ha NpeAonepaLMoHHOM 3Tane AMHAMOMETPUYECKOT0 aHau3a COKPaTUTENIbHON aKTUBHOCTY MbILL -
Libl, NOHMMAlOLLIEN BEPXHEE BEKO, U BEPXHEN Tap3asbHOi MbILLLbI, @ TaKKe Yrnybnexue usyyeHns natoMopdonoruv onylue-
HUs BEPXHEro BeKa, MOCNYXaT Kilo4eBbIMU GaKTopaMu yyyLleHns pe3ysbTaToB XUpYpruyeckoro neyeHus bnedaponTosa.

KnioueBble cnoBa: 6nedaponTos; MbiliLa, NOAHMMAIOLLAsA BEPXHEE BEKO; BEPXHAA Tap3a/bHas MbILILA; AMHAMOMETPUS;
natoMopdonorus bnedaponTtosa.
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Blepharoptosis: diagnostics and significance
of dynamometry for optimizing the treatment
of upper lid drooping

Irina A. Filatova, Julia P. Kondratieva, Sergey A. Shemetov, Marina S. Trefilova

Helmholtz National Medical Research Center of Eye Diseases, Moscow, Russian Federation

ABSTRACT

Ptosis of the upper eyelid remains the most common pathology of the auxiliary apparatus of the eye in children and adults
alike. Presently, there are no methods of pharmacological correction for the omission of the upper eyelid; hence, only surgical
treatment is available. However, the recommended surgery has been associated with unsatisfactory outcomes in 8-26% of all
patients. There are several directions of surgical treatment of blepharoptosis, depending on the main cause of its development
and degree, such as operations on the muscle that raises the upper eyelid (levator resection, recession, levatoroplasty with
the formation of a duplicate of the levator) and its tendons (aponeurosis); operations on the tarsal plate; and “suspension type”
operations. Despite the large number of approaches to surgical treatment available for blepharoptosis they are associated with
a high risk of hypo and hyper side effects. Therefore, it is not always possible to eliminate the existing changes or damage in
different types of ptosis, which may raise the need for a reoperation, which is quite complicated. The standard linear methods
for determining the biometric parameters of the mobility of the upper eyelid and degree of ptosis conducted in the preoperative
period do not always result in good outcomes. In fact, no reliable criteria allow the prediction of the outcome of surgical
treatment with a high degree of probability and planning the volume of surgery. Therefore, it is extremely likely that the addition
of dynamometric analysis of the contractile activity of the upper eyelid lifting and tarsal muscles to the scheme of preoperative
diagnosis of blepharoptosis, as well as the continuation and intensification of research aimed at creating the doctrine of the
pathomorphology of upper eyelid prolapse in the future, will serve as the key factors contributing to the improvement of the
results of surgical treatment of blepharoptosis.

Keywords: blepharoptosis; muscle lifting the upper eyelid; upper tarsal muscle; dynamometry; pathomorphology of
blepharoptosis.
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BBEJEHUE

Cpeon Hacenenus Poccuitckon Q®epepauyy m opyrux
cTpaH Mupa bnedaponto3 (BI1, ot rpey. blépharon — Beko
W ptdsis — majeHue) ABNIAETCA BeCbMa PacnpoCTPaHEHHBIM
3aboneBaHneM 1 BCTpeyaeTca npubnamsutensHo y 4,7-32,8%
B3pOC/bIX M JEeTel, NPUYEM Yalle Y Jofel CTapLuero Bo3-
pacra [1-3].

Hanpumep, cornacHo pesynbTataM ucCefoBaHUA
M.H. Kim 1 coaBT., cpeau 17 286 My>KUMH W JKEHLUMH B BO3-
pacte 40-49 net npusHaku Bl 6bin BoisBNEHbI Y 5,4%
obcnefoBaHHbIX, a B Bo3pacte 50-59 net, 60-69 net
n 70-79 netr — y 11,6%, 19,8% u 32,8% nauweHToB, coot-
BeTcTBeHHO [1-3]. CyanTb 0 pacnpocTpaHénHocTu bl cenyac
NPUXOAUTCA UCKIIOYMTESBHO MO pe3ysbTaTaM M3blCKaHMI 0T-
[eNbHbIX aBTOPOB, HO HE HA 0CHOBAHMM LIEHTPaNIN30BaHHbIX
LaHHBIX PErMOHANBHOrO MM rOCYAAPCTBEHHOMO YPOBHAX.
310t npoben B yueHun o bnedaponTose eLLé TOALKO Mpea-
CTOWT 3anofHUTL [4, 5], NPUHUMas BO BHUMaHME BbLICOKYIO
COLManbHy0 3HAYMMOCTb 3TOW NaToNOMUMU.

3aboneBaHne NPUBOAMT K CHIKEHWKO CAMOOLIEHKM U He-
yBEpPeHHOCTM B cebe, GopMMPOBaHUSA HEraTUBHOMO MCUX0-
3MOLMOHaNbHOro (oHa M3-3a CBOE0OPa3HbIX M3MEHEHMIA
BHeluHocTU. KpoMe Toro, nosBneHus xapaktepHoro ans bl
AeduvumTa Nons 3peHns CBEpXy OrpaHNYMBaET BO3MOXHOCTb
0[JHOBPEMEHHOT0 NpUEMa BM3yanbHOW MHGOpMaLmMK 1 opu-
EHTaLMI0 B OKpYKaloleM mpocTpaHcTee. HakoHew, bneda-
poMTO3 MOXET MPMBECTU K Pa3BUTUIO TaKUX MOCNEeLCTBUH,
Kak dyHKLMOHanbHas cnenoTa, 0bckypaumoHHas aMmbnvnonus,
KOHTPaKTypa MbILLIL, LLIEW, UCKPUBJIEHUE NO3BOHOYHMKA W T.A.
[6-13].

B HacTosiLee BpeMsi KOppeKLMs MOMOXKEHUs BEpPXHEro
BeKa npu bnedaponTose 0OCYLLECTBASETCA TONBKO XUPYpru-
YeckuM MyTéM. MeTog onepaTMBHOrO JieyeHUs BbibupaeTcs
B 3aBMCMMOCTY OT NaTOreHeTUYECKOro BapaHTa nTo3a u cTe-
MeHu ero BblpaxeHHocTu [14, 15]. BbigensioT 4 ocHOBHbIe
Pa3HOBMAHOCTW OMEpaTUBHOTO BMeLLaTenbCTB: 1) pe3eKums
MbILULbI, MOJHAMAIOLLENA BEpPXHEE BEKO, MPUMEHAKLLAnACS
MPU COXPAHHOW, HO CHUXEHHON BYHKUMW MBILLILbI, NOLHU-
MatoLLen BepxHee Beko (MIBB); 2) noageLunBaHMe BEpPXHErO
BeKa K 6poBu B cyyasx, Koraa hyHKLMOHabHas aKTUBHOCTb
MIBB yTpayeHa; 3) BMelLaTenbCTBO Ha anoHespo3e MIBB
y JML C anoHeBpoTM4ecKoi dopmon bIl; 4) Tap3oMuoaKTo-
MW, NpUMeHsieMast MPU MUHUMATbHOW BbIpaXKEHHOCTM NT033,
COYETAIOLLENCA C NONOXUTENBHOW afApeHanvHOBOM Npoboil.
[laToreHeTUYeCKMIn BapuUaHT W BbipaXeHHOCTb bnedaponTosa
onpesensTca B npoLecce NpesonepaumroHHbIX AUarHoCcTH-
yeckux MeponpusaTuin [16—18]. UHCTpyMeHTaMn M3MepeHui
SBNSAIOTCA CreumanbHble TecTbl, UCMOMb3YOLLMecs MnoBce-
MECTHO U CuuTaloLLMecs TPaaMLUMOHHBIMU METOAaMU Aua-
rHocTuky BI1.

CornacHo paHHbIM nuTepaTypbl, nérkoi crtenexn bl
COOTBETCTBYET OnyLleHWe BepxHee Beko Ha 1,5-2,0 MM,
Mpu 3TOM KpaWl BEPXHEr0 BeKa He NepeKpbiBaeT coboil 3paqok.
Mpy CpesHeN CTEMEHN TSKECTU BEPXHEE BEKO MEpEKpbIBaeT
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MOJOBKHY 3payKa, a Npy TAXKENON — NPOUCXOAMT OnyLLe-
HWe BEpXHEero Beka NpuMepHo Ha 4,0 MM 1 nosHoe 3aKpbiThe
3pauyka [19-25].

Takoke cteneHb TskecTu Bl oueHuBaloT no paccTosHuio
MEX[Y KpaeM BEpXHEro BeKa 1 CBETOBbIM pedieKCOM poro-
BuUbl (marginal reflex distance, MRD,). lpu nérkoii u cpea-
Heit cTenenu bnedapontoza MRD, coctasnser 1,5-0,5 MM.
0 taxénoit ctenenn Bl MoxHo rosoputs, eciit MRD, npunob-
peTaeT oTpuuatenbHoe 3HauyeHue (-0,5 MM). PedepeHcHblii
nHtepsan MRD, cocTasnset 4,0-4,5 MM [26, 27].

KonnuecTBeHHbINM aHanu3 aKCKYpCMM MbILULbI, MOAHUMA-
IOLLell BepXHee BEKO, ABMIAETCA eLlé OfHUM TpaMLMOHHBIM
JMHeWHbIM cnocoboM onpenenenus crenenn Bl OyHKumio
MIBB cuMTaloT OTAMYHOW, eCnn pe3ynbTaT U3MEepeHUn Co-
cTanset 12 MM u Bbliwwe. [pn XopoLueid, CpegHen U NNoxoin
(GYHKUMM MbILLLBI NOKA3aTeNM U3MEPEHU A YMEHbLLAKTCS
00 8-11 MM, oo 5-7 MM 1 10 4 MM, cooTBeTCTBEHHO [28, 29].

Bricota cknapku BepxHero Beka (MCD, Margin Crease
Distance) — 370 YeTBEPTHLIN IMHEHbI KPUTEPUIA BbIPAXKEH-
HocTv bnedaponTo3a — onpefenseTcs Kak paccrosiHue
MEX[OY HWKHUM KpaeM BepxHero BeKa M nNanbnebpanb-
HOW CKNagKon npu B3rnage BHM3. PedepeHcHble 3HaueHuMs
MCD paBHstoTca 7-9 MM y MyXUMH 1 8—10 MM Yy JKEHLLMH.
[inga onyuieHns BepxHero BeKa XapaKTepHO yBesMYeHue no-
ka3satens MCD. lpu HacnepcTBeHHbIX dopmMax bIl BecbMa
BO3MOHO OTCYTCTBME ManbrebpanbHoi CKNaaKy, Npy ano-
HEBPOTUYECKOM OMYLLEHUM BEPXHEr0 BEKA XapaKTepHO aHo-
MasbHO BbICOKOe e€ pacnonoxenue [30, 31].

PyTWHHBIMK 06BEKTaMK odTanbMonoruyeckoro obecneso-
BaHWSA NaumeHToB ¢ 6nedaponTo3oM ABNAIOTCA CleayHoLLMe:
1) NOABMHOCTb M BbIPaXKEHHOCTb NasnbnebpanbHOM CKITaaKu
(1-4 cTeneHeit); 2) WMpUHA rNasHOM LLeMW, T.e. ASIMHA OT-
pe3ka Mexay LEHTpaNbHbIMM TOYKAMW Ha Kpasix BEPXHEro
U HUKHEro BeKa, cocTasnsiowian B Hopme 8—10 mm; 3) nono-
KeHWe BeKa npu B3rnaae BHK3; 4) ennunHa MRD, Ha doHe
LEeWCTBUA 1 Yepe3 5 MUHYT mocne MHCTUNAAUMKM heHnnad-
pWHa; 5) beHoMeH benna; 6) NoABMHOCTb rNa3HoOro A6/10Ka
1 bposu u ap. [32].

Y naumeHTOB, CTpafaloLLMX OMYyLLEHUEM BEPXHErO BEKa,
(hapmakonornyeckuit Tect ¢ heHun3ahpuHOM NpUMeHSeTCS
npu auddepeHUManbHON AWMarHoCTUKe HenporeHHoro B,
BbI3BaHHOr0 HEAOCTAaTOYHOCTLIO MM Napanu3auuen cuMna-
TMYECKOW MHHEpPBaLMKU BEPXHEN Tap3anbHON MbiLlLbl (MbILL-
ubl Mionnepa). o MHeHMIO MHOTUX CMELMannCToB, NONOXY-
TeNbHbINA pe3ynbTaT heHnnadprHOBOIA Npobbl NoATBEpPKAAET
¥ onpaBAbIBaeT He0bX0AMMOCTb pe3eKLMM BEpXHel Tap3aib-
HOM MbiLbl (BTM) npu neyennn bnedaponTosa paccMatpu-
BAEMOro0 reHe3a, T.K. 3QdeKT BMeLLaTeNbCTBA aHaNornyeH
TaKoBOMY Ha oHe aencTeua deHunadppuHa [33-43].

®eHomeH benna (pednektopHoe aBuMeHWe nepeHeit
4acTW rnasHoro s1bnoKa no HampaBneHuIo KBEPXY NPY CMblKa-
HWM BEK) ABNSETCS 0JHUM U3 MeXaHU3MOB 3alUuThI NepeaHen
MOBEPXHOCTM rNa3Horo s61oKa, bronormyeckas 3HaYMMOCTb
[aHHOW peakumu nofobHa TakoBoW Ans cne300bpa3oBaHms,
MOpraHus, NOLBUXHOCTW rMa3HbIX A670K U op. Y naumeHToB

107



108

REVIEW

¢ BI1 nocne onepatuBHoro neyenns B cnyyasx ¢ HegocTa-
TOYHOCTbIO 3TOM0 MeXaHW3Ma UMeeTcs puck hopMUpOBaHMs
3KCMO3MLMOHHOW KepaTonaTui UK MOBbILLEHWS CTEMEHN eé
BbIPAYKEHHOCTM [44].

[lnarHocTpoBaHHbIiA ofHOCTOPOHHMIA BIl, accoummnpoBaH-
Hblii C NOBPEXIEHWNEM INa30/BUraTeNIbHOro Hepea, Tpebyet
UCKJIIIOYEHUSA MU NOLTBEPMKAEHUSA aHaNOrMYHOro KOHTpnaTe-
panbHOro nopaxenus. [ins pelueHns 3Toi AMarHoCTUYECKOMH
3alauM WUCMoNb3yeTcs 3aKOH [epuHra 0 paBHOW HepBHOIA
CTUMYNALMM NAPHBIX MBILLL, B YACTHOCTM, MbILLL, MOAHUMA-
IOLLMX MpaBoe U ieBoe BepxHue BeKu. [py 0AHOCTOpOHHEM
MT03€e BEPXHEro BEKa MaHyasnbHOe NOAHSATWE MOCTpajaBLLEro
BEKa NPUBOAMT K OrpaHUYEeHUI0 MMMYNbCaLKW, CTUMYNUPYHO-
LLien CoKpalLeHue BonoKoH obenx MIIBB, Bcneacteue yero
Mpu BbINOJIHEHUM TECTa PErUCTPUPYETCS ONYLLEHME Hemopa-
YKEHHOro NapHOro BepXHero Beka [49, 46].

B HacTosLee Bpems B noBceHeBHOI odTanbMonoruye-
CKOM MpaKTUKe pe3ynbTaTbl TPAAMLMOHHBIX JIMHEMHBIX W3-
MepeHuiA cTenenm bll, paccroauuna MRD,, akckypcun MIIBB,
BbICOTbI CKIaAku BepxHero Beka (MCD), sennumubl MRD,
Ha doHe [eicTBMA U Yepe3 5 MUHYT MOCne UHCTUNNALMIA
dennnadpuHa M ap. — BCe 3T NOKa3aTeNM OCTalTCA Be-
LYLLMMM apryMeHTamMu Npu BbiDOpe MeTofa XUPYpriuyecKoil
Koppekumn Bll. 0nHako rnaBHbIM 3BEHOM NaToreHesa Wc-
TUHHbIX Bl sBNseTca cHuxeHne cunbl cokpalenunin MIBB
n/wnu BTM.

OTcyTcTBME faHHBIX AMHAMOMeTpuMK (0T rped. dynamis —
cuna u metred — W3MepAI0), XapaKTepUyloLLMX COKpaTH-
TenbHble cnocobHoctu MMBB u BTM, npu nnaHvpoBaHum
XMPYPrUYecKoro JieYeHus!, BeCbMa BEPOSITHO SIBNSETCA NpU-
UMHOM HeyLL0BNETBOPUTENBHBIX QYHKLMOHANBHBIX M KOCMETH-
UeCKMWX pe3ynbTaToB OnepaTMBHOM KoppeKLun brnedaponTosa
y 8-26% naumeHToB [47].

[lnHamoMeTpus sBRSeTCA OLHUM U3 CTapemLLMX MeTof0oB
M3yyeHns U3NYECKOro pa3BUTUSA YeNoBEKa NPy aHTpoNosoru-
YeCKMX UCCNe0BaHNsAX U npodeccuoHanbHbIX 0Tbopax, B Gu-
310M10rUM W TUTMEHe TPyLa W cropTa. B KnuHnyeckoi Megmum-
He AMHaMOMETpPUSA UCNONb3YeTCA AN OLEHKU 3DheKTUBHOCTH
neyebHO-peabunMUTaLMOHHBLIX MEPONPUATUIA NpK 3abonieBaHm-
X OMOPHO-[BMraTeNlbHOro anmnapara, nocne TpaBM U onepa-
TUBHOIO JIEYeHMsl, Y NaLMEeHTOB HEBPOIOrMYECKOro npoduns
C HapylLeHWsMM ABUraTeNbHbIX GYHKUMIA U NPOSBNEHNAMH
MbiLLeyHOW cnabocTu. [ing npoBefeHns AMHAMOMETPUYECKUX
Mccneo0BaHNI NPUMEHAETCA MHOKECTBO AMHAMOMETPUYECKUX
YCTPOWCTB — MPYMUHHBIX, MaHOMETPUYECKUX, TMApPaBAMYe-
CKMX, TeH30MeTpuyeckux. OiHaKo BCe 3TW YCTPOACTBA UMetoT
OTCUMTBIBAIOLLYIO YacTb (rpajyvpoBaHHYH LUKamy) U ynpyrue
(cunoBble) aneMeHTbI. B odTanbMonorum ans usmepeHns cumbl
cokpaltenuii MINBB B kauecTse ynpyrux 3nemMeHToB UCMOSb-
3yl0T LWwapoobpasHble K B opMe TMpeK rpy3bl C Maccoi,
paBHon 5,0—40,0 r, KoTopble 3aKPennsTCA Ha BEPXHEM BeKe
1 OHOBPEMEHHO MPUCOEAMHSIOTCA K OTCUMTBIBAIILLIEN YacTu.
Mpn OBUXKEHWUM BEPXHEro BeKa BBEPX B TOM e Harnpasre-
HUM CMELLAeTCa U YNpYruid 3NEMEHT, 0AHOBPEMEHHO MPOMC-
XO[MT OTKJIOHEHWE MOLBIKHOTO YKa3aTens LWKanbl (CTpenka)
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Ha onpedenéHHoe paccTosHue. 3a eauHULY U3MepeHus CUnb
COKpALLEHMIA MbILLILbI, MOAHMMAIOLLIEV BepXHee BEKO, MPUHHU-
MaeTca rpamm (r) [48, 49].

B ancceptaumoHHon pabote LA, Abyseing [14] ycTaHoB-
NEHO, YTO cuna cokpallenuii MINBB ans HenoBpeXAEHHOMO
BEPXHEro Beka paBHseTca npumepHo 30-40 r, ona ntos-
HOr0 BEKa OHa MeHblle B 4—6 pas. [ogobHble pe3ynbTa-
Tbl U3MepeHUin cunbl cokpalleHnin MINBB 6binu nonyyeHs
M. Madroszkiewicz [50].

CornacHo pesynbTataM uccnegosauin B.R. Frueh
u D.C. Mush [51, 52], cuna coKpalLeHWi# HemoBPEeXKAEHHOV
MIBB cTaTUCTUYECKM 3HAYMMO BbILLE Y MYKUMH, YEM Y HEH-
LWMH. ABTOpbI TaKKe [0Ka3a/u, YTo MaKCUManbHas cuna co-
KpalLieHui HenoepexxaéHHon MIBB ansa npaBoro BeKa (74,2 1)
MPUMEPHO Ha 4% NpeBbILLAET TaKOBYHO 1S BEPXHETO BeKa cre-
Ba (71,1 r). B paboTax 311X e aBTOpOB MOKa3aHo, YTO MUHM-
ManbHast CC HenospexagHHoi MIBB npumepHo Ha 47,3-49,4%
HUKe, YeM MaKCKUManbHOe 3HayeHue MoKasaTensi, 0AMHaKoBa
CrpaBa M creBa W cocTaenseT B cpepHeM 37,5 . Ha ocHoBa-
HWM NONy4YeHHbIX AaHHbIX B.R. Frueh u D.C. Mush 3aknounny,
4TO YPOBEHb CWAbI CoKpaLLeHuid MIBB aBnseTcs bonee To4UHbIM
KpuTEpUEM, YeM NOJBUXHOCTb BEPXHEr0 BeKa Npu Npeaonepa-
LIMOHHOM 00CNeJ0BaHNM NaLMEHTOB ¢ bnedaponTo3oM.

Mo panHbIM S. Ofir v coasr. [53], pedepeHcHble 3HaUeHUS
cunbl cokpalleHuii MIMBB, nsMepseMele B ycnoBusx duKca-
Ly To6HOI MblLLbl, paBHsaoTca 38,4 1 41,1 ons npaBoro
¥ NeBOro BePXHero BeKa, COOTBETCTBEHHO, @ NpM onpejene-
HWUM 3TUX MoKa3aTteneii 6e3 duUKcaumm NOBHON MbILbl —
53,311 53,9 r ans npaBoro 1 N1eBoro BepXHero BeKa, CO0T-
BeTCTBeHHO. CnepoBaTenbHo, Kak otMevatoT S. Ofir u coasr.,
JBVXKEHWE HEMOBPEKAEHHOIO BEPXHEr0 BEKa BBEPX Ha 72,1-
76,3% npoucxoauT 3a cYET cokpalueHus MIBB, Bknag, nob-
HOW MBILLLbI B 3TO CYMMapHOe YCUIUE He MNPEBbILLIAET 0AHOM
yetBepTh (23,7-27,9%).

S. Pillar u coasr. [54] npoBoAMIM AMHaMOMETpUYECKOe
onpegeneHue cunbl cokpawieHuin MINBB n nobHoW Mbiw-
Ubl y nauueHToB (45 rnas) ¢ bnedapoxanasucom (11 rnas)
1 anoHeBpoTuyeckum bI1 (34 rnaza). MonyyeHHble 3TUMM aB-
TOpaMK pe3ynbTaTbl 0OHAPYXWUAK, YTO B YCIIOBUAX anoHEB-
POTUYECKOro OMyLLEHWs BepXHero Beka 1 bnedapoxanasuca
MMENo MECTO CTaTUCTUYECKU 3HAYMMOE YMEHbBLLEHUE CUSIbI
COKpaLleHuit MINBB npu nonHol coXpaHHOCTU COKpaTUTESb-
HOM aKTUBHOCTM TOBHOM MbILLILLbI.

Wcnonb3ys auHamomeTpuueckuii Meton, M.I. Kataes
c coasT. [55], nokasanu 3-18-KpaTHoe CHMMXEHWE Culbl CO-
Kpaienuin MIMBB y nuuy, ¢ bnedaponTo3oM BpOXKAEHHBIM
(NMpocTbIM U NapanuTUYecKUM BPOXAEHHBIM BIl, cuHAapo-
Max nanbnedpantHoM U Mapkyca-I'yHHa) U npuobpeTEHHBIM
(TpaBMaTUYeCKOM, MMOMATUYECKOM, CEHWNbHbIM, MuacTe-
HWuyeckoM). Kpome Toro, aBTopbl BbISIBUIM NPAMYI0 3aBUCK-
MOCTb MEX[Y CTEMEHbI0 TAXKECTU MT03a U BbIpaXKEHHOCTbIO
YMEHbLLEHUS Cubl COKpaLLieHnii MINBB.

B noBcenHeBHOM 0(TasbMONOrMYECKON NpPaKTUKE XW-
PypruyecKoe BMeLLATeNIbCTBO ABASAETCA eLUHCTBEHHO
BO3MOXHbIM METOAOM KOPPEKLMM aHOMaNbHO HU3KOro
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pacnonoXeHns BepxHero Beka. [pu nonHoi dyHKUMOHaNb-
HoW HecocTosTenbHocTM MIIBB npuMeHsiioTcs onepauuu
MOJBELLMBAIOLLErO TUMA, MPX HEMosHOW — pe3ekuus MIBB
[56-58]. Mpw pesexumm MIBB pa3Mepbl MccekaeMoro yyact-
Ka onpefensioTcs Ha OCHOBAaHWW Pe3yNbTaToB TPaAMLMOH-
HbIX JIMHENHbIX TecToB. 0iHAKO OTHOCUTENbHAsA YMCIIEHHOCTb
(YHKUMOHAMBHBIX 1 KOCMETUYECKMX HEeYa4 XMpYPruyeckoro
neyeHnsa MoXeT focturatb 26% [17, 59, 60].
Wccneposatenamu bbinv paspaboTtaHbl 1 anpobupoBaHb
HOBble CMocobbl BbINOHEHWS pe3ekumn MIBB nog, MecTHbIM
o6e3bonmBaHmeM 1 Nof obLel aHecTesnen, HOBbIN KOM-
BMHMPOBaHHbI MeTof, NOABELLMBaHUS K BpOBU M K CBAI3KE
YuTHanna npu onyLieHMM BepXHEro BeKa TSMENOW CTene-
Hu [61]. [Toka3aHWa K 3TUM BMeLLaTeNbCTBAM OMpeaensnmch
no pesysnbTataM NpefLonepauMoHHbIX AMHaMOMETPUYECKUX
M3MEPEHWIA CUIbl COKPALLEHUA U CUNbI TAMK, HE0BX0AMMOI
Ana obecneyeHnss HOPMOMO3ULMM OMYLLEHHOTO BEPXHEr0
BeKa W yctpaHenus bIl. [loctuxkeHune pesynbTtata onpeaens-
J10Cb NYTEM MHTPaoMNepaLMOHHOM AMHAMOMETPUYECKON OLiEH-
KM CWAbl COKpaLLeHui 1 anactuyHoctn MIIBB. MMpu pesekuum
MIMNBB ans pacuéta 06bEMa MM pa3MepoB MCCEKAEMOro
yyacTka Obiiio NpeanoXeHo MUCNob30BaTb B COBOKYMHOCTU
MoKa3saTenu A00NepaLMOHHON NOABMKHOCTY BEPXHETO BEKa
M CTENEeHW TAXKECTU NT033, @ TaKKe WHTPaonepaLuOHHbINA
ypoBeHb anactuyHoctn MINBB. [Ins npoBeaeHus anHamome-
Tpuyeckux uccnepnosaimi M.I. KataesbiM 1 H.3. OpymxoBbiM
BbIN0 CKOHCTPYMPOBAHO M 3aNaTeHTOBAHO CMeLManbHoe ax-
HaMOMeTpUYecKoe YCTPOWCTBO, NIETKOE U KOMMAKTHOE, Mo-
3BONAOLLEE ONpefensTb CUNY COKPALLEHUA W 3NaCTUYHOCTb
MIBB [61]. B 3ToM uccnefoBaHuM yyactBoBanu 229 nauueH-
T0B (283 rnasa), cTpafaBLLUMe BPOXAEHHBIM (MPOCTLIM M Na-
pa/MTUYECKOM BPOXKAEHHBIM Bll, cuHapomax nansnebpans-
HoM 1 Mapkyca-yHHa) 1 NpUobpeTEHHBIM (TPAaBMATUYECKOM,
MMUOMaTUYECKOM, CEHWbHBIM, MUAcTeHWYecKoM). JleueHue
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B0sIbHBIX MPOBOAMNM XMPYPrUYECKUM NYTEM. bonbHble B oc-
HoBHoM rpynne (114 yenoBek) bblM NpofeyeHbl ¢ UCMOSb-
30BaHMEM BHOBb pa3paboTaHHbIX METOAMK U onpefeneHneM
paccMaTpuBaeMbIX JYHaMOMETPUYECKMX MOKa3aTenen.

[insa neyeHns 6onbHBIX 0CHOBHOM rpynnbl (115 YenoBek)
MPUMEHUNM TPaJMLMOHHbIE Nle4ebHO-AMarHocTUIeckue Me-
ponpusaTtus. HepoctatouHas 3 deKTMBHOCTL NevebHbIX Me-
PONPUSATMIA (TMMOKOPPEKLIMS) PErMCTPUPOBanack B OCHOBHOM
rpynne y 4,4% nauueHToB, B rpynne KoHTpons — y 23,4%,
pa3nnumMs MeX Ay Nosy4eHHbIMU AaHHbIMUY Bbinn cTaTCTUYe-
CKM 3HauMMbIMK [53].

Llenbto Hawwmx uccnepoBaHuii [62] sBunock onpeaenexue
cunbl cokpatenun MINBB y odTanbMonornyecku 340poBbIX
Wy Niofeli pa3Horo nona 1 Bo3pacta, CTpajaloLLmxX onyLe-
HWEM BEepXHEro BeKa.

Hamu 6bio paspaboTaHo AMHaMOMETpUYECKOe YCTPOICTBO,
npencTaBnstoLLee cobom rpy3ssl B BUAE U30rHYTOW YATMHEHHOM
MNaCTUHbI C BOTHYTOW paboyeid NOBEPXHOCTLIO A YCTaHOB-
KM Ha HapyXHOW MOBEPXHOCTW BepXHero Beka. Macca rpysos
pasHsnack 0,8-1,8 r ¢ warom 0,1 r. py3bl npy nocTaHoBKe
Ha BepXHee BEKO B COYETAHWM C BNIMSHUEM CUIIbl TSKECTH
CnocobCTBOBaNM [ABMMEHMIO BEPXHET0 BEKA BHWU3 BO BpeMS
MUraTenbHbIX ABUXEHWIA U MPY NPOU3BOSIHOM 3aKPbITUM Fa-
3a. 3a cuny cokpallenus MINBB npuHMManu MakcManbHyto
Maccy rpy3a, HaKk/1aJblBaeMoro Ha BEpXHee BEKO, MPW KOTOpOM
He U3MEHS/ICS pa3Mep rMasHoN LUK, T.e. Fa3 ocTaBascs oT-
KPbITbIM B TOM }K€ CTEMeHH, YTO M [0 Hayana usMepeHuid. boim
nonyyeHbl pesynbTathl 06cnenoBaHus 100 odransmonornye-
CKM 3[10POBbIX MY}UMH W KeHLWMH 1 196 naumeHToB ¢ bneda-
POMTO30M pa3fiM4HOro nosia v Bo3pacta (1abn.1).

Takum obpa3oM, cuna cokpaluenuii MIMBB y 3abones-
wux 6nedaponTo3oM Nofen B LENIOM U B CPeAHeM bbina
CHWXeHa Ha 12,95-24,81% He3aBuCcKMO OT Mosia M Bo3pacTa
BonbHbIX.

Tabnuua 1. Cuna coKpaLLeHni MbILLLbI, NOAHUMAIOLLEl BepXHEE BEKO, Y 0(TarbMONOruiecky 30,0poBbIX Jtofel vy nuu, ¢ bnedaponTosoM
Table 1. Strength of muscle contractions that raises the upper eyelid in ophthalmologically healthy people and persons with blepharoptosis

Cwna cokpalueHns MbllLbl, NOAHMMAlOLLEl BepXHee BeKo, I, M+m
The force of contraction of the muscle lifting the upper eyelid, g, Mtm

[pynnbi

Groups
Bo3spacr OcranbMonoruyecku 3poposble silogmn (n=100) MaumenTbl ¢ 6nedpapontozoM (n=196)
Age Ophthalmologically healthy people (n=100) Patients with blepharoptosis (n=196)

PacnpepaeneHue y4acTHUKOB Mo NosI0BOMY NpU3HAKY
Distribution of participants by gender

Y¥eHwmHbI My>umHbI YKeHwmHbI My>K4mHbI
Women Men Women Men
He cTapue 15 sier 1,35:0,52 1,2620,11 1,110,07 0,940,064
not older than 15 years
16—65 net
16-65 years old 1,71+0,09 1,42+0,29 1,31+0,08 1,13+0,26
66 ner u crapwe 1,3940,46 1,33:0,17 1,2140,40 1,00£0,14

66 years and older

00l https://doiorg/1017816/rpoj181632
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3AKJIKYEHUE

TaKTuKa onepaTuBHoro neyenns bnedapontosa onpege-
NISIETCA Ha OCHOBAHUM [aHHbIX, MOAYYEHHbIX NPK NPOBEAEHUM
JIMHEMHBIX AWMArHOCTUYECKMX TecToB. llocne Xupypruyeckux
BMeLLATeNbCTB Pe3ysbTupylowas runoKoppexkuns bneda-
ponTo3a peructpupyetcs y 8-26% naumeHToB. BeposTHo,
yto fobaBneHne B CxeMy NpeAonepaLnoHHON LMarHOCTUKM
bnecdapontosa [MHaMOMETPUYECKOrO aHanM3a COKpaTW-
Te/bHOIM aKTUBHOCTYW MBbILLLbI, MOSHUMAIOLLEN BEpXHEE BEKO,
a TaKKe MPOJOIKEHUE M3bICKaHWI, HANPaBNEHHbIX Ha CO3-
AaHve yyeHus o natomopdonoruv bnedaponTosa, nocnyxar
K/lo4eBbIMU QaKTopaMu yTyyLLEHNs pe3ynbTaToB XMpypriye-
CKOro fieyeHus 3aboneBaHui.

JI0MOJTHUTE/IbHO

WUcTouHnK ¢mHaHcupoBaHUA. ABTOPbI 3asBAKT 06 OTCYTCTBUM
BHeLLHero G1HaHCMpOBaHUA NP MPOBELEHNW UCCIEA0BAHUSI.
KoHtbnukT mHTepecoB. ABTOpbI AEKIApUPYIOT OTCYTCTBME SABHbIX
W NoTeHUManbHbIX KOHQIMKTOB MHTEPECOB, CBA3aHHBIX C NybnMKa-
LIMeN HaCTOSALLIEN CTaTbU.

Bknap aBTopoB. Bce aBTOpbl NOATBEPXKAAIOT COOTBETCTBME CBOEMO
aBTOPCTBa MeXayHapoaHbIM KpuTepuam ICMJE (Bce aBTopbl BHec-
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