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ABSTRACT

Relevance. Congenital aniridia is a rare ocular malformation. Its occurrence in the world ranges from 1: 40,000 fo 1: 96,000.
Purpose. To study clinical and functional characteristics of both eyes and the effectiveness of treatment in a child with con-
genital aniridia, congenital cataract and lens subluxation.

Material and methods. The article presents the results of the clinical case of the child T, born in 2006, diagnosed with:
OU - Subluxation of the lens congenital Ill degree. Cataract congenital intrauterine polymorphic. Aniridia is congenital he-
reditary. Glaucoma congenital intrauterine initial subcompensated (m). Myopia congenital high with astigmatism. Nystag-
mus horizontal fine-caliber constant. Surgery was performed on both eyes - FAC + IOL + ICR with implantation of the com-
plex «Artificial iris» + Anterior vitrectomy. The article presents an analysis of a clinical case with familial congenital anirid-
iain a child in order fo increase the awareness of treating ophthalmologists about the complexity and systemic manifesta-
tions of this congenital malformation and the need for a systematic approach to its treatment.

Results. Surgery and postoperative period without complications. Visual acuity after surgery was - OD - 0.08 w/c cyl (+)
1.0 D=10.2; 0S - 0.1 N/c. The position of the Arfificial Iris complex is correct. IOL in the back chamber, in the capsule bag. A
month after the operation, the visual functions are preserved, the IOP is compensated, the horizontal nystagmus has decreased
Conclusion:

+ The use of the «Artificial iris» complex with a one-stage IOL implantation to correct the elimination of congenital aniridia
makes it possible fo achieve high cosmetic and functional results.

+ The child and the child’s parents are satisfied with the cosmetic effect after the operation.

+ A child after undergoing correction of aniridia with the «Artificial Iris» unit requires constant dynamic observation by an ophthalmologist.
+ It is necessary to take info account the high risk of postoperative ophthalmic hypertension in the child and the possibili-
ty of repeated interventions.
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KnuHuyeckui cnyvai feyeHnA pebeHKa c BpoXXAEeHHOW naTonormemn
pPajAyXKu U XpycTanukKa

Mepwusat TorbiMoBa', Ip3eH Mexmert?

"O¢pmansbmonoeudeckuli yenmp Konosanosa, Aamamesl, Kazaxcmau
2bonbHuya Xeamep, Typyus

PEDEPAT

AKTyanbHocTb. BpoxaeHHas aHMpuana - peakuil NopoK pa3BuTnA rnasa. Ero pacnpocTpaHeHHOCTb B MUpe BapbupyeT oT
1:40 000 po 1:96 000.

Lenb. 3yunTb KnnHMKo-yHKUMOHaNbHbIE 0c06eHHOCTU 060MX a3 1 3hPeKTUBHOCTL NleyeHuns y pebeHKa ¢ BPOXKAEHHOM
aHMpuaneNn, BPOXAEHHOW KaTapaKTon 1 NOABLIBUXOM XpyCTanunKa.

Martepuan u metoabl. B ctatbe onucaH KnvHudeckuin cnydai. Pe6eHok T, 2006 r.p., ¢ anarHo3zom: OU - BpoKAeHHbIN N0ABbLIBUX
xpyctanuka Il ctenenun. MonumopdHan BpoxAeHHas KaTapakTa. BpoxpeHHas HacneacTBeHHas aHupuavA. HavanbHas
cy6KOMNeHCHpOBaHHaA BPOXAEHHAA rnayKkoma. BpoxaeHHas 61130pyKOCTb BbICOKOI CTENEHU, acTUrMaT3M. [0pU30HTaNbHbII
MenKoKanubepHblii NOCTOAHHbIN HUcTarm. Onepauus Gbina npoBeseHa Ha 060MxX rasax: pakoaMynbcMdUKaLMA KaTapaKTbl +
MHTpaoKynspHaa nunH3a (MOJ1) + BHyTpMKancynbHOE KONbLO C MMMNaHTaLuMen KOMMNeKca «MCKYCCTBEHHAs pajyxKa» +
nepesHsas BUTPIKTOMUsA. B cTaTbe npeacTaBieH KIMHUYECKUIA Clydai CeMenHO BPOXKAEHHOM aHUPUANK Y peBeHKa ¢ Lenbio
MOBbILWEHNA 0CBEAOM/IEHHOCTN NPaKTUKYOLWMUX 0TaNbMONOrOB O CIOXKHOCTW U CUCTEMHbIX NPOABNEHNAX ITOTO BPOXKAEHHOTO
NopoKa pasBuUTMA U HEOBXOANMOCTM CUCTEMHOIO NOAXOAA K €ro IeYeHUHo.

Pe3ynbratbl. Xvpyprus v nocneonepaumnoHHblii nepuog - 6e3 ocnoxHeHnmnii. OcTpoTa 3peHns nocie onepaumu coctaBuna -
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OD - 0,08 w/c, cyl (+) 1,0 D = 0,2; 0OS - 0.1 H/K. MonoxeHne KOMNAEKCa WCKYCCTBEHHOW PafyXKuU NpaBuibHOeE.
MOJ1 B KancynbHol cymKe. Yepe3 MecAl nocie onepauun 3putesbHble GYHKLMU COXPaHEHbI, BHYTPUIIa3Hoe JaBieHne
KOMMEHCKUPOBaHO, FOPU3OHTaNIbHBIN HUCTArM YMEeHbLLIWJICA.

BbiBOAbI:

+ Micnonb3oBaHue KOMMNIEKCa «MCKYCCTBEHHAsA pafly)KKa» ¢ 0OAHOMOMEHTHOW uMnnanTaumein MOJ gns ycTpaHeHWsA BpOXKAEHHO
aHMpuAUM No3BoNAET OCTUYb BBICOKMX KOCMETUYECKUX U PYHKLIMOHANBbHBIX Pe3yNbTaTos.

+ PeGeHOK 1 ero poanTenu 0BONbHbI NOAYYEHHBIM KOCMETUYECKUM 3 (heKTOM.

+ PebeHoK, nepeHeclunii KOPPEKLMIO aHUPUAUN C UCNONb30BaHNEM KOMIIEKCA MCKYCCTBEHHAA PadyXKay, HyXAaeTcs B
NOCTOAHHOM AMHAMMYEeCKOM HabntoAeHun odTanbmonora.

+ B nogoGHbIx cnyyasx y geteit HeOOXOAMMO Y4MTbIBAaTb BbICOKMIA PUCK MOCIEONepaunoHHOi 0dTanbMOoNormyecKon
TMNepTEeH3UN 1 BO3MOXHOCTb MOBTOPHbIX BMELIATEeNbCTB.

KnioueBble cnoBa: 8poxdeHHas aHUpudus, Bpox0eHHAs KAMapakma, no08bIBUX XPyCMAnuKa, pakoacnupayus KAmMapakmel
¢ umnnanmayueii MOJ1, uHmpakancynsapHoe Koabyo, KOMNJeKC UCKyccmaeHHol padyxKu

Ina untuposanua: TorbiMoBa M1, Ip3eH MexmeT. Knunnyeckuii cnyyain nedenns pebeHKa ¢ BpOXKAEHHOI NaTonorneit pagyxku
1 xpyctanuka). Touka 3peHus. Boctok - 3anaa. 2022;1:63-67.

Congenital aniridia can result from autosomal dominant
inheritance from a diseased parent, from spontaneous mu-
tation, or from WAGR, WAGRO, and mental retardation-re-
lated syndromes. In addition, studies have shown that con-
genital aniridia associated with changes in the PAX6 gene
is accompanied by additional systemic changes (patholo-
gy of the endocrine and nervous systems, metabolic disor-
ders). In this regard, PAX6-associated aniridia is more and
more often described as «Aniridial syndrome», or «<PAX6-syn-
drome». Unlike other congenital eye malformations, patho-
logical changes in aniridia (cataract, subluxation, keratopa-
thy, secondary glaucoma) progress throughout life and can
cause complete blindness. There are several types of aniridia
depending on the type of inheritance, the type often found:
— Family aniridia (autosomal dominant). In this case, the
probability of a child getting sick is 50% [1-5].

Case description Child T., born in 2005, with a diagno-
sis of: OU — Congenital lens subluxation, grade III. Congen-
ital intrauterine polymorphic cataract. Aniridia is congeni-
tal hereditary. Glaucoma, congenital intrauterine initial sub-
compensated (m). Congenital high myopia with astigma-
tism. Horizontal small-bore nystagmus constant.

Anammnesismorbi: According to the child’s mother, she notes
low vision in both eyes from birth. At the place of residence they
turned to an ophthalmologist. Diagnosed with OU — Congeni-

tal cataract. Congenital aniridia. According to the child’s moth-
er, they were incorrectly informed and did not undergo exam-
ination or consult about treatment until the age of 13. The child
goes to a specialized school for the visually impaired.

Aspresented in schedule 1, child T, born in 2006, has a sick
mother and a sick older brother (fig. 1, 2). The parents of the
mother, the rest of the brothers, the sisters of the mother of
the child T., are healthy.

Clinical and instrumental examination of the child T.
20006:

Visual acuity on admission:

0O e 0ooOo oo oo

o >

(Older brother, born in 1990) (Child, Born in 2006)

Patient geneology: sch 1. Family geneology tree of the child T, 2006,
confirming the type of inheritance «Family aniridia»

Fig. 1. Photo of the mother’s right and left eyes, born in 1968. Diagnosis: OU - Congenital aniridia, grade IlI
lens subluxation, congenital cataract, keratopathy. OU - 0,002 (hand movement near the face)
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OD - 0.01 w/csph (=) 5.0 D=0.08;

OS - 0.04 w/c sph (=) 5.0 D=0.08.

Intraocular pressure is contact:

OU - 19.0 mm Hg. Ultrasound: OD — 26.94 mm, OS —
26.94 mm.

OU - Vitreous destruction. The retina is attached.

Optical coherence tomography (OCT): OU — the relief
of the macula is smoothed, the layers are not differentiated,
thinning throughout.

Objectively: OD — Constant horizontal movement of the
eyeball. The conjunctiva is pale pink. The sclera is white. The
cornea is transparent. D = 10 mm. The anterior chamber is un-
even, moisture is transparent. The remains of the root of the iris
in the form of a ring. The lens is displaced upward and outward-
ly, diffusely turbid in all layers. From 3: 00 h until 9:00 Zinn lig-
aments are weakened. At 6:00 o’clock, complete separation of
the zinc ligament. Deep media are not visible in detail (fig. 3).

OS - Constant horizontal movement of the eyeball. The
conjunctiva is pale pink. The sclera is white. The cornea is
transparent. D = 10 mm. The anterior chamber is uneven,
moisture is transparent. The remains of the root of the iris

in the form of a ring. The lens is reduced in size, displaced
upward and outwardly, evenly clouded in the cortical lay-
ers. From 3: 00 h until 9:00 Zinn ligaments are weakened. At
6:00 o'clock, complete separation of the zinc ligament. Deep
environments are not visible in detail (fig. 4).

An operation was performed on both eyes: OU — Pha-
coaspiration of cataract with IOL implantation of the «Arti-
ficial Iris» complex + Anterior vitrectomy (fig. 5).

RESULTS

Visual acuity at discharge: OD — 0.08 w/c ¢yl (+) 1.0D =
0.2;0S-0.1n/c.

IOP contact: OD — 19.0 mm Hg; OS — 16.0 mm Hg

OU - Conjunctiva pale pink. The cornea is transparent.
The anterior chamber is medium, moisture is transparent.
Artificial iris complex in the correct position. IOL in the pos-
terior chamber, the position is correct (fig. 6, 7).

In conclusion, in pediatric ophthalmology; it is important to
determine the clinical signs that have a prognostic value for the
course of the disease in the future. In this regard, early diagnosis

Fig. 2. Photo of the right and left eyes of the older brother, born in 1990. Diagnosis: OU- Congenital aniridia,
grade lll lens subluxation, congenital cataract, corneal neovascularization, congenital glaucoma

Fig. 3, 4. Photos of the right and left eye of the child T, 2006
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Fig. 5. Stages of surgery

Fig. 6. Photo of the right eye of the child T, 2006, after operation

Fig. 7. Photo of the left eye of the child T, 2006, after operation
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and early detection of complications are very important in order
to preserve visual functions, visual fields, reduce the effect of dam-
aging factors and ensure a better quality of life for aniridia patients.
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DOuHAHCHPOBAHHE: ABTOPHI HE ITOJIY4aIU KOHKPETHBIN ITPaHT
Ha 3TO UCCJIEIOBAHUE OT KAKOTO-TNO0 (PUHAHCUPYIOIETO ATCHT-
CTBA B TOCYJAPCTBEHHOM, KOMMEPYECKOM M HEKOMMEPYECKOM CEK-
TOpax.

Coracue MafHEHTa HA MyGAHKAIHMIO: [THCbMEHHOTO CO-
IJ1aCUsA Ha Iy6/IMKALIMIO 3TOI'O MATEPUAIIA ITOJYYEHO He 610, OH HE
COZIEPKUT HUKAKOH JTMYHON UACHTUMDUIMPYIOMEH HHPOPMAIHH.
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