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Pe3iome. KoHreHuTasHaTa miaykoma e psiIko, HO 3acTpallaBallo 3peHUueTo 3a60JsiBaHe, KOETO € C aBTO30MHO-peLleCHBHO
yHacJeAsaBaHe. BUCOKOTO BBTpeOYHO Ha/IATaHe ce Jb/DKU Ha aHOMa/IMM B Pa3BUTHETO Ha NpeJHOKaMepHUS 'bI'bJ U He ce
acouuupa ¢ pyrd OYHY WM CUCTEMHHU aHOMaJIUU. YCTAaHOBSIBAT ce TpabeKysiapHa AUCreHe3a U TUIMYHU IVIAYKOMHU IpoMe-
HU B OYHOTO JbHO. B maToreHe3aTa Ha 3a60JIIBAaHETO € JOKAa3aHO y4yacTHeTo Ha reHHU MyTanuu Ha GLC3A u GLC3B. en: /la
npeJiCTaBUM KJIMHUYHMU C/1y4au C [,0Ka3aHa KOHreHHWTaJHa IJlayKoMa U Jla aHaJu3upaMe U3Xoa OT JieyeHUeTo. MaTepuaJ:
HoBopozeHo Ha 7-Mece4Ha BB3pacT OT M'BXKKHU MOJI ¥ ieTe Ha 1 rofl. U 5 Mec. OT )KeHCKH I10J1, TOCT'bIIBALIY 33 OPeJieH IbT B
OuHa kirHUKa Ha YMBAJI ,AnekcanzapoBcka” - Copusi. MeTogm: [I'byieH opTasMoioruieH npersies, orjies nof oo1a aHecre-
3Usl, TOHOMETPHSI, EXOOMOMEeTPHSsI, TOHUOCKONUA U pedpakuus. PeaysraT: EAMHUAT nanueHT e c efHOCTpaHHA [JIayKOMa, /IBY-
KpaTHO ONepHUpaH C Mocje/iBalla KOHCepBaTHBHA JIOKa/lHa Tepanus. [[pyroTo AeTe e ¢ ABYyCTpaHHO 3a60JsiBaHe, e JHOKPAT-
Ha orepalys Ha JiBeTe 0YH U He U3UCKBA J0II'bJIHUTEHO TONMKAIHO JiedeHUe. U BeTe Jlelja ca c pUCK OT JlenprUBallMOHHA aM-
6snomnus. 3akaw4deHue: KoHreHuTasHaTa I1ayKoMa e COI[MaIHO3HauYMMO 3a60JisiBaHe Opa/iy JIolIaTa MPOorHo3a 3a 3peHue-
To. YecTo ce HaslaraT noBeve OT €/lHA OlNepallds, KAKTO ¥ MO IbPKalll0 KOHCEPBAaTHUBHO JiedeHHe. Heo6X0auM e 10)KUBOTEH
MOHUTOPHUHT HAa BOH ¥ cbCcTOsIHMETO HAa peTUHHUS HEBPODUOPHUIAPEH CITOM.

Karouosu dymu: KOH2eHUmaJsiHa snaykKkoma, (16m03OMHO-aOMuHaHmHO, npedHOKaMepeH 626/, CUCMEeMHU AHOMA/1UU, mpaGeKy-
J1apHa duceeHe3a u 2eHHU mymayuu

CONGENITAL GLAUCOMA - CASE REPORTS

R. Bratovanova, St. Kostova, A. Toshev, G. Dimitrova, A. Oscar

Eye Clinic, University Alexandrovska Hospital, Medical University - Sofia

Abstract. Congenital glaucoma is a rare sight threatening disease that is characterized by an autosomal-recessively inheritance.
The high intraocular pressure in congenital glaucoma is due to abnormalities in the development of the anterior chamber angle
and is not associated with other ocular or systemic anomalies. Typical findings are trabecular dysgenesis and glaucomatous
changes of the ocular fundus. The involvement of gene mutations of GLC3A and GLC3B has already been proven to be a part
of the pathogenesis of the disease. Purpose: To present a clinical cases with proven congenital glaucoma and to analyze the
outcome of treatment. Material: 7 months old male and 1 year and 5month female, admitted for a subsequent follow up in the
Eye Clinic of the University Alexandrovska Hospital - Sofia. Methods: A complete ophthalmologic examination under general
anesthesia, tonometry, echobiometry, gonioscopy and refraction. Results: One of the patient had unilateral glaucoma and have
been operated twice with following topical therapy. The other child has bilateral disease, single surgery of both eyes and does
not require additional topical medication. Both children are at risk of deprivation amblyopia. Conclusion: Congenital glaucoma
is a socially significant disease because of the poor vision prognosis. More than one operation is often required, as well as
maintenance conservative treatment. A lifelong monitoring of intraocular pressure and retinal nerve fiber layer is required.

Key words: congenital glaucoma, autosomal-dominant, the anterior chamber angle, systemic anomalies, trabecular dysgenesis
and gene mutations
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BBBEJEHUE

KoHreHuTasHaTa rjiaykoma e pszKo, 3acTpa-
[IaBallo 3peHueTo 3a60JisiBaHe, KOETO € C aB-
TO30MHO-peLleCUBHO yHacje/igBaHe. BucokoTo
BBTPEOYHO HaJ/lsiraHe NPU KOHTeHHUTaJHa IJay-
KOMa ce J'b/DKM Ha aHOMAaJIMU B Pa3BUTHETO Ha
npeIHOKaMePHHUS ‘bI'bJI U He Ce aCoLUHUpa C Apy-
I'M OYHU UJIM CUCTEMHHU aHOMaJIMU. YCTaHOBSIBAT
ce TpabeKy/japHa AuCreHe3a W TUIHWYHH [Jay-
KOMHH IIPOMEeHH B OYHOTO JTbHO. B naTorenesara
Ha 3a60J1IBaHETO € JI0Ka3aHo y4yacTHeTO Ha ['eH-
Hu MyTanuu Ha GLC3A u GLC3B [1, 2]. B nude-
PEHIIMATHO/IUAaTHOCTUYEH TIJIAaH N0 OTHONIEHUE
Ha CbOTBETHUTE KJHWHWUYHU NPHU3HALM BJIM3AT
MerajioKopHesi, Merajo¢dTaaM, BUCOKA MHUOIHS,
O6ydTasM B pe3ysaTaT Ha Apyro 3aboJsissBaHe Ha
0KOTO (peThHOo6sacTOM), 06CTpyKIUA Ha ductus
nasolacrimalis, KOHIOHKTUBUT, pOTOBUYHH abpa-
3UU, YBEUT, KOHTEHUTAJHU KOpPHeaJHU JIUCTPO-
¢bum, pomoBa TpaBMa, yCJAOKHEHUSI OT py6eoia,
KEpATUT, APYTH BPOJIEHU OUYHU aHOMaJUH, QU-
3WO0JIOTUYHY BapHallMy HA NANKWJIaTa Ha 3pUTeJI-
HUS HEPB, K0JI060Ma Ha Nanu/jaTa Ha 3pUTeJTHUS
HepB, TeHETUYHU aTPOPUHU HA 3PUTEJIHUS HEPB,
XUIMOTMJIa3Us HA 3pUTEJTHUS HEPB U JIPYTH.

K/IMHUYEH CJIYYAH 1

Kacae ce 3a HOBOpO/IeHO OT MBXKKHU IOJI Ha
7-Mece4yHa Bb3pacT. Poseno e B 39-a r.c, ¢ Temio
3000 g, oT wppBa, HOPMAJIHO MPOTEKIA GpeMeH-
HOCT. OT paXkZlaHeTo poAuTeNNTe 3ab6esi3aIu yro-
JleMsiBaHe U TO0GeJsisiBaHe POroBUIATA Ha JASICHO
oko ([10) (dur. 1). llpe3 2019 r,, nmpu TbPBUS MY
npueM B KiIMHUKaTa, c/iefl orie/l U TOHOMETPUs
1o/, o611 aHecTe3us], € JUATHOCTULMPAHO C IJiay-
KOMa Y e HacO4Y€eHO 3a ClielllHa onepanust. B [epma-
HUS Ca U3BbPILEHU JBe onepauuu — Ha 22.07.2019
r. 180° BHCKOKaHAJIOIJIACTHUKA C TPA6EKy/I0TOMHUSA
c¢be coga Ha /10, Ha 03.12.2019 r. noBTOpHA Tpabe-
KYJIOTOMUSI ChC COHZIA U TpabekyiekToMus Ha /J10.
B momenTa e Ha Tepanus ¢ Taflotan 1 x 1 k. u Cosopt
2x1k.B/10. [leTeTo e 6€3 npuApy>*aBalliy 3a60J151-
BaHUs U 6e3 paMuIHa aHaMHe3a 3a [VIayKoMa.

Cnen nmpoBeZileHUTE aHTUIJIAyKOMHH olepa-
uuu B ['epMaHusa ce U3BBPILU NOPEJIEH OTJIe] U
TOHOMETPHUS MO/| 00611[a AHECTE3US:

VOD =VOS - He MOXe ia ce onipeesy nopaau
B'b3pacTTa

TOD =24 mm Hg; TOS = 12 mm Hg
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@due. 1. Bygpmaam; nomsmHseaHe Ha pozosuyama
npu KOHzeHUMa/Ha 21ayKoma

[0/ poroBuua - XOpU30HTAJEH POTOBUYEH
JuameTsp - 13,5 mm, cTpoMaJieH efieM, HaMaJle-
Ha NMPO3pavyHOCT U UUKATPUKC Ha 12 4.; mpenHa
kamepa (I1K) - npsi60oKa; Jema — npo3pavyHa; 3a-
JeH oueH cermeHT (30C) - po3oB ¢yHAyCOB pe-
duiekc; akcranHa gbokuHa (AL - 22,23 mm

JIO/ poroBulLia — XOpU30HTAJIeH POTOBUYEH
AnameTsbp - 11,5 mm; [10C - cnokoeH; 30C - 6e3
MaToJOru4yHu oTkAoHeHus; A/l - 20,24 mm.

JledeHHeTO Ha AETETO Ce NPOAB/KU C KOH-
cepBatuBHa Tepanus Taflotan 1 x 1 k., Cosopt
[-multi 2 x 1 k. u Therso coll. 3x 1 k.8 0 10 gum.

K/IMHUYEH CJIYYAH 2

Kacae ce 3a fjeTe oT XeHCKHU noJ1 Ha 1 roa. u
5 Mec. PomeHo oT mbpBa, HOPMAJIHO IPOTEKJA
6peMeHHOCT U paxaaHe. Ha 7-MeceyHa Bb3pacT
poauTenuTe 3abesisi3aau nobesssBaHe Ha poro-
BuiaTa Ha JIO. Cro61mmaBat 3a $oToPpo6HUs U ChJ-
3oTeueHe. /leTeTo e 6e3 npujpyxaBaliy 3a60.1s-
BaHUs U 6e3 paMU/IHA aHAMHe3a 3a IJIayKoMa.

[I'bpBUYEH OTJIel U TOHOMETPHUS IOA 06IIa
aHecTe3us:

VOD =VOS - He MOxe Aa ce onpejend nopagu
B'b3pacTTa.

TOD =13 mm Hg; TOS = 20 mm Hg.

[0/ TIOC: poroBuua - yroJjieMeHa, XOpH-
30HTaJIeH poroBuyeH guaMmersbp 13,5 mm; A/l
- 22,44 mm; 30C - nanuja - BUTaJHa, C ICHU
rpanuny, E/I1 0,1, makysa — ¢ siceH ¢oBeoJiapeH
pediiekc, Cb/I0BE — C HOpMaJIeH X0/ U KaTuobp.

JIO/ TI0C: poroBulia - yrojieMeHa, XOpU30H-
TaJleH poroBuyeH guaMmersp: 13,5 mm, c oToK,
XOpH30HTaJHA cTpUs Ha Haab, uentpanHo pas-
noaoxeHa; A/l - 22,15 mm.

30C - He ce oriexxJa Mopajiu OTOK Ha poro-
BUIATA.

Cnepn orniena ce Ha3Hauu Tepanud c Taflotan
1 x 1 k. u Amiptifree 2 x 1 k. B /iBeTe 04M U ce
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HACOYH 3a CIellHa oNepalus, Mo N0BO/J, Ha yCTa-
HOBeHaTa IJlayKoMa Ha /iBeTe O4M.

JleTeTo e onepupaHo efHOKpaTHO B ['epma-
HuA (19.02.2019 r. - TpabekysnoTomus 360° Ha
JIBETe O4YM) U B MOMeHTa e 6e3 JOIM'bJHUTENHA
MeJMKaMeHTO3Ha Tepalusl.

W3BBpLIK ce MOBTOPEH OIJIe[], U TOHOMETpPUS
o/, o611ia aHecTe3us CJie/ IPOoBeJieHaTa aHTUT-
JIayKOMHa olepanuda Ha JiBeTe o4d B [epmaHus.

VOD =VOS - He MOXKe Jja ce onipeJieiv opaau
B'b3paCTTa

TOD = 11 mm Hg; TOS = 10 mm Hg

AP 1.3. 10/ -4.75/+2,25/11°

JI0/ -4.0/+3.75/172°

B 1 mos. brea - 10° ek3orponus Ha JIO (dur. 2).

Que. 2. Ek3omponusa Ha /10

J10/ IOC: poroBuIa - mpo3pavyHa, XOpPU30HTA-
JIEH pPOTOBHY€EH JuaMeThbp 13 mm; akcuasiHa gbJ-
»kuHa: 21,94 mm; 30C - nanusa - ¢ sCHU TPaHUIIY,
E/IT - 0.1, MaKyJsia ¥ cbJl0Be — 6e3 0CO6EHOCTH.

JIO/ TIOC: poroBulla - mpo3payHa, XOpH-
30HTaJIeH poroBuyeH AuameTsp 13,5 mm, nu-
KaTpukc Ha 10 4aca; akcuasiHa Ab/kvHa: 23,48
mm; 30C - manusa - ¢ sicHy rpanuiy, E/T1 - 0.2,
MaKyJia ¥ CbJloBe — 6€3 0COOEHOCTH.

B MoMeHTa JeTeTO e oCTaBeHO 06e3 MeJu-
KaMeHTO3Ha Tepamnus, C MHeHHe 3a KOHTPOJIHO
npocnegsaBaHe Ha BOH u npoBexzane Ha noya-
COBa IpaBa OKJy3Hsl.

OBCBXJIAHE

KoHreHuTasHaTta I/1aykoMa, Hapu4yaHa olle
buphthalmos, e psiiko cpelaHo, HO 3HAYUMO 3a60-
JIsIBaHe, XapaKTepU3Upalllo ce C HOBULIEHO BBTpe-
o4yHo HassiraHe (BOH), 6ydTanm, oTok u onauudu-
Kallisl Ha POrOBULATA, C PyNTypa Ha JecleMeTo-
BaTa MeMOpaHa (ctpuu Ha Haab), u3ThHsABaHe Ha
npejHaTa ckjepa U aTpodusl Ha UPUCA, JbJIO0Ka
npeJiHa KaMepa U CTPYKTYPHO HOpMaJieH 3afieH

CEerMeHT, C U3KJIl0YeHHe Ha POTPeCHUBHA IVIAyKOM-
Ha aTpo¢usi Ha 3puTeHUS HepB [3].

ETnonaToreHesara i ce CBbp3Ba C BJIOLIEHO-
TO OTTUYaHe Ha BBTPEOYHATa TEYHOCT BCJIEJ-
CTBUe Ha TpabekyJsiapHa JucreHe3a Ha HUPUJO-
KOPHEWHUS 'bI'bJ, KOUTO MOXe Jja € MOKPHUT C
MeMOpaHaTa Ha bapkaH uiu Jja e HasuIle Npej-
HO 3aKpeIlBaHe Ha upuca.

3a6os151BaHETO Ce AMATHOCTUIMpA MpH Jiela
OT KbpMauecka /10 3-roJiMIlIHa Bb3pacT. B 65%
OT CJIyJauTe 3acsira MOMYeTa, KaTo Ce MposiBsiBa
CIOPaZuHO WK MMa paMHUJIeH XapaKTep. 3acdara
M0-4€eCTO JIBeTe 0YM, MaKap ¥ B pa3JinyHa CTeneH
[4]. EnnieMyuosiorHuHUTE JAaHHU 3a 3a60JIsiBaHe-
To B Peny6sinika Bbsirapus couar, 4e ce cpewja npu
1 1a 10 000 go 12 500 HoBOpOoAeHH, uu 0,1% oT
04HO 6osiHUTE. B 70-75% OT ciiy4auTe mpoTHUya ¢
JIByCTpaHHO 3acsra”e Ha ouute (25% B HeoHara-
JieH nepuof; 60% - 10 6-MeceyHa Bb3pacT, 1 B 80%
- 70 1-roguiiHa Bb3pact). B 65% oT ciyyauTe 3a-
cerHaruTe ca MomueTa. [Ipu pamuiHa obpeMeHe-
HOCT PUCKBT € OT 5 710 10 Ir'bTH NM0-BHUCOK, KAKTO U B
OOIITHOCTH C GJIM3KOPO/CTBEHU OpaKoBe. JJaHHUTE
oT 3a6oJisiBaHeTO B EBponelickus cbio3 ca, ye 3acs-
ra 1 Ha 27 800 :xuBOpoAEeHU [Jielia, KaTo MO0-4eCTO
3acerHaTt# ca Momuetara. [Ipu 70-80% ot ciay4au-
Te 3acsiraHeTo € JIByCTPaHHoO [5].

JluarHosara ce nocTaBsi B'b3 OCHOBA Ha IT'bJIEH
0o TaNIMOSOTUYEH perJiesi, KOUTO BKJIIOUBA BbH-
IIeH OrJie, OIJie/ Mo/ 061 aHecTe3us], u3Mep-
BaHe Ha POrOBUYHUS JUaMeTbhp, TOHOMETPHS,
roHuockomnusi, pynmockonus, A- u B-exo6uome-
Tpus U pedpakuus (ckuackonus) [6, 7].

[Ipy HanpaBeHUTe U3CJeJBaHUS Ce YCTAHO-
BsBaT: poTodobus, enrdopa, “roeMu ouu’, yBe-
JINYEeHU pa3MepH Ha POroBHUIATA, TOMbTHsSIBaHe/
nobesisiBaHe M OTOK Ha poroBuuara, 6ydranm,
ctpuu Ha Haab, noBumieno BOH (Hazg 20 mm Hg),
Jbaboka [1K, abHOpMHO BHCOKA O3UIIMSA HA UPU-
ca, c;1abo pasBUTa CKJiepaJiHa LIIopa, IPOMEHHU B
nanusaTa Ha 3pUTEJIHUS HepB, MUOMHUS U acTH-
rMaTtu3bM [8]. TexkecTTa Ha rylayKoMaTa e KJIKo-
40B $aKTOp 32 epHKACHOCTTA HA JIEYEHUETO M.

Cnopen EBpomeickoTo TIJIayKOMHO [Ipy»Ke-
CTBO € HE06X0IMMO XUPYPTUYHO JieYeHUe Ha KOH-
reHWTajHaTa rjaykoma. Moxe Ja ce M3M0J13Ba
MeJIUKaMeHTO3Ha Teparus, 10KaTo ce B3eMa pe-
HIeHWe 3a XUpyprudyeH noaxon [9]. MeaukameHn-
TO3HATa Tepanus € caMo JOIT'bJBAILO JIEYEeHHE,
crioMaranio KoHTpoJsinpaHeTo Ha BOH u nono6ps-
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BaHe CBbCTOSHUMETO Ha poroBuuarta. Haii-uecto
M3I0JI3BaHU B MpaKTHUKaTa ca: MpocTarJlaHAUHU
- Xalatan, [11], B-6s10kepu - Oftan timolol, u kap-
60aHXUIpa3HU UHXHUOUTOPU — Azopt [12-13].

[I'bpBU MeTOA, Ha JledeHUEe e XUPYPTrUYHOTO —
FOHUOTOMUS], TPAGEKYJOTOMHUS, TPAOEKYJIEKTO-
MU, KOMOMHHMPaHa XUPYprus, LUKJI0AEeCTPYyK-
THUBHU NPOLESYPU U ApeHaKHU UMILIaHTH [10].

TpafAULMOHHO TOHUOTOMHUSATA Ce NMpenopby-
Ba 3a Jiella [0 2- WM 3-TOAMIIHA Bb3PacT, aKo
poroBuLaTa e npo3payHa [14, 15, 16].

W3BecTHU ca J0OpH pe3ylTaTH HNPU KOM-
OUHUpaHU OINlepaTUBHU HHTepBeHIUMU Tpabe-
KYJIOTOMHUS C TpabeKyJeKTOMHUS, KaKTO U NIpH
HMMIVIaHTHpAHe Ha LI'bHTOBE NIPY MallUeHTH NOJ,
2-roiMIIHA B'b3pacT.

YcnemHo e siedeHreTo npu noede ot 90% ot
NalMeHTUTe, IPXU KOUTO XUPYPrUYHOTO JIedeHNe e
MpOBeJIEHO Mex/ly 3-MeceyHa U 12-MeceyHa Bb3-
pact. IIpu Tax BOH ycnewmHo ce KoHTposiMpa cief,
e/lHa WU JiBe aHTUIVIayKOMHU UHTepBeHIUM. [lo
MpaBWJo, ako KoHTposa Ha BOH He e gocturHar
NIpY II'bpBaTa Ollepalys, ce U3BbpLIBA MOHE Olle
e/lHa onepanus Ha IpeJHOKaMepHHUA 'bI'bJI, IpeJu
Jla ce IpeMUHe K'bM JIpyT MeTO/, Ha JIeueHHUe.

[Ipu mbpBHUS HALI KIMHUYEH C/Iy4Yai, BbIPEKU
JIBYKpaTHUTe OIlepaliuy U AOI'bJHHUTEe/SHaTa Me-
JUKaMeHTO3Ha Tepanus, /10 e ¢ moBUIIEHO HaJISA-
raHe. iMa u pucK OT JlepyUBallMOHHA aMOJIMONHS
Ha /10, mopaay nomMbTHAJNATa poroBuia. biaro-
NPUATHUAT PaKT e eJHOCTPAHHOCT Ha 3a60J151Ba-
HeTo. [Ipy BTOpYA KIMHWYEH Cy4yal [JlayKoMaTa e
JIByCTpaHHa, HO caMo CJieJi eJHOKpaTHa olepanus
Ha aBeTe ouu BOH e koMneHcupaHo U He e Heo6-
XOZMMa cJieflollepaTUBHA MeJiJMKaMeHTO3Ha Tepa-
nus. M npu Hero e Ha/mle PUCK OT pa3BUTHe Ha
aM6JIMOIIYs], TOpaZy MOHOJIaTepaHa eK30TPOIHUSL.

3AKJ/IOUEHUE

KoHrenuranHara IJlayKOMa € COraJIHO3Ha4Yu-
Mo 3a00JIsIBaHe nopaav 9ecTo JjiolmaTa MporHo3a 3a
3PpEHHUETO. 0k ChbIECTBEHO 3HAa4Y€HHUE 3a yCIIelIHa-
Ta Tepalud € OTHOIIEHHWETO Ha POAUTENINTE KbM
3a60JIIBAaHETO U pa36HpaHeTo Ha CEpHUO3HOCT-
Ta Ha l'IpOGJIEMa. PanHaTa AWArHOCTHKa U orepa-
THUBHOTO JIe4Y€HHE B paHEH CTaL[I/Iﬁ Ha 3a6oJisiBaHe-
TO Ca OT Ba*XHO 3HA4Y€HHE 3a [I0-HATATBUIHOTO MYy
pa3BUTHE. HaBDEMeHHaTa AHWAardHo3a U nNpoabJIxKu-
TEJIHOTO Y KOMIIVIEKCHO JIeY€HHE — OIIEPATHBHO U

BBJTAPCKH OPTA/IMOJIOTHYEH IIPEIIE], 2020, 64, 6p. 2

KOHCEpPBATUBHO, PeIOBHUAT MOHUTOPUHT Ha BOH
U CbCTOSIHUETO Ha PEeTUHHUSA HeBpodUOpHUIapeH
CJIOH, KaKTO Y MPEeBEHIMs Ha aMOJINONUsATa MOTaT
Jla IpeIOTBPATSAT Mpolieca Ha 3aryba Ha 3peHHe.
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