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PE®EPAT

MoKa3saHa BaXHOCTb AMCMAaHCepHOro HablAEHNA AeTel C CUHAPO-
MoM Purepa, B3auMocBsA3b ohTanbMonora v nauueHTa, BbiGop Metoaa
neyeHus pedpaxTepHoil AaneKo3allelen U TePMUHATbHO rIayKoMbl
y AieTei Ha KOHKPETHOM KNMHUYECKOM npuMepe.

MpeacTaBneH KAVHUYECKUIA CAyYali NO3AHEN ANArHOCTUKM BPOXKAEH-
HOV1 rnayKoMbl npy cMHApOMe Purepay AeBouku 14 fieT, 4aHHble aHaMHe-
33, MEAMLMHCKOMN AOKYMeHTaunu, 0pTanbMoNorMyeckui craryc, pesyb-
TaThl 06CNEA0BAHNA U METOA NEYeHNS.

[leTv ¢ AaHHOW NaToNoOrMen coCTaBAAT rpynny pucKa No BPOXKAEH-
HOW rnayKoMme, KOTOpas Yallie BO3HVWKAET BO BTOPOM AECATUIETUMN XKN3HU,
NpOTEKaeT 3/10KaYeCTBEHHO W MOPOI eANHCTBEHHBIM METOAOM Jle4eHns
CTAHOBATCA «He(PU3NO0NOTNYHbIEY LNKNOAECTPYKTHBHbIE BMELLATeIbCTBa.
Bce petu ¢ cuuapomom Purepa coctaBnaioT rpynny pucka no BpOXAeH-
HOW rnayKoMme v TpeBytoT NOXKN3HEHHOTO ANCMNAHCEPHOr0 HAabNAeHUA.

KnioueBble cnoBa: enaykoma, cuHopom Pueepa, yuknodecmpyKyus,
Odemu. ®
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ABSTRACT

Far-reaching glaucoma in a child with Rieger syndrome (clinical case)

V.S. Rykun', E.V. Mikhaylova?, A.G. Tukhvatullina?

'South-Ural State Medical University, Chelyabinsk
2Children’s City Clinical Hospital Ne1, Chelyabinsk

To show the importance of dispensary observation in children with
Rieger's syndrome, the relationship between the ophthalmologist and
the patient, the choice of treatment for refractory distant and terminal
glaucoma in children using a specific clinical example. A clinical case of
late diagnosis of distant congenital glaucoma with Rieger syndrome in
a 14-year-old girl is presented, data from the medical history, medical
records, ophthalmological status, examination results and treatment

Children with Rieger’s syndrome constitute a risk group for congenital
glaucoma, which often occurs in the second decade of life, is malignant
and sometimes the “non-physiological” cyclodestructive interventions
become the only treatment method. Conclusion All children with Rieger's
syndrome are at risk for congenital glaucoma and require lifelong follow-
up.
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UHApOM Purepa sBigercsa re-

HETUYECKU AETEPMUHUPOBAH-

HOU TIATOJIOTUE, BO3HHUKAIO-
meit Ha poHe myTanuu B reax FOXCl1
n PITX2, Hacieayercsa mo ayroCcoM-
HO-JIOMUHAHTHOMY THITY C IIOIYJIAIIN-
OHHOM yacTtoTon 1: 200 000 [1, 2]. ITpn
3TOM ITIOMHUMO ITOPAKEHUA 7143 BCTPE-
YaeTCsl MATOJIOTUS JIPYTUX OPTAHOB U
CUCTEM: I'HMIIOIUIA3Usl CPEIUHHON JIH-
HUM JIULA, IIUPOKUH INIOCKUI KOPEHD
HOCQ, YMEHBIIEHUE KOTUYECTBA U Pa3-
MEPOB 3yOO0B, MyIIOYHAS I'PBLKA, IIOPO-
KM CEPALA, TYTOYXOCTb, 33/ICPKKA YM-
CTBEHHOTI'O Pa3BuTHA U T.J1. [TpuMepHO
y 60% MAIUEHTOB C CUHAPOMOM Pure-
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pa HA BTOPOM JECATUIETUH KU3HU (4
WHOI'JA ¥ PAHBIIE) BO3ZHUKAET ITIAYKO-
Ma [3, 4]. O60JI04UKH 171232 B ITOM BO3-
pacTe CTaHOBATCA 60Jie€ POYHBIMH,
B CBSI3M C YEM KJIMHHUYECKAA KAPTUHA
IJIAaYyKOMBI DU CUHJpPOME Purepa ot-
JINYAETCA OT KIACCUIECKOTO TUAPOd-
TabMa (PACTSKEHUE ITIA3HOT'O A06/10K4,
POTOBUYHBIN CUH/IPOM), YTO 3a4aCTYIO
ABJIAETCA IPUUYUHON ITO3JHENU AUATHO-
CTHUKH 32060/IEBAHUA.

[TpeacTaBuIOCh LEI€COOOPA3HBIM
IIOKA34Th BAXHOCTb JUCHAHCEPHO-
ro HaOMOJEHUs JETEN C CUHAPOMOM
Purepa, B3aUMOCBA3b O(PTATbMOIOTA
U MAIJUEHTA, BLIOOP METOAA JIEYECHUS

pedpakTEpHON JANCKO3AMEAINIECH U
TEPMHUHAIBHOM TTIAYKOMBI y JIETEN HA
KOHKPETHOM KIMHUYECKOM IIPUMEPE.
[MTanmenTtka C., 14 ner, HanpasieHa
B O(TAIbMOJIOTUYECKOE OTAEIEHUE
MAV3 IT'KB Ne1 B ssuBape 2020 T. ¢ jua-
THO30M «CUHAPOM Purepa» ais nccie-
JOBAHMA I'MIPOJMHAMUKY M OIIPE/IEIe-
HUS JaIbHEHUIIIECH TAKTUKU BEJICHMSI.
ITpu cOOpe aHAMHE3A CTAJIO U3BECT-
HO, uTO B 2019 ropy y pebeHka nossu-
JIUCh KAJIOObI HA CHIKEHUE 3PEHUSA,
TOJIOBHBIE 60K, Hd KOTOPBIE POJU-
TEJX HE OOPATHU/IM JIOJPKHOI'O BHUMA-
HUSA U K O(PTATbMOJIOTY HE OOpaTH-
JIUCh. JIMIb HAa OYEePESHOM OCMOTPE B
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Puc. 1 (a-r). [MnorHoT1A BepXHeit YeNtoCTy, OTCYTCTBUE NepefHUX 3y60B Ha BEpXHeil YeNtoCcTy, WUpo-

KOe OCHOBaHWe Hoca, yM6VI}1I/IKaJ1bHaﬂ CKNlaiKa

Puc. 2 (a-r). BuomMukpockonuyeckas 1 ohTanbMoCKonu4YecKas KapTuHa nesoro (a, B) 1 npasoro (6, r)
rnasa 6onbHoit C., 14 net ¢ cuHapomom Purepa
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CHENUATN3UPOBAHHON MIKOJIE, I7IE€ 00-
y4aJ1aCbh J€BOYKA, BBIABJIECHO IIOBBIIIE-
Hue BIJl 10 36 MM pT. CT. HA IPABOM
IJ1A3y ¥ 10 32 MM PT. CT. — H4 JIEBOM
7143y, Ha3HA4Y€Ha KOMOMHUPOBAHHAs
I'HIIOTEH3UBHAA TEPANUSA: PACTBOPLI
OpUMOHU/INHA 2%, TOP30JaMua 2% 1
nara”onpocra 0,005%.

IIpu aHAIM3€E MEAUIIUHCKOM JOKY-
MEHTALIMH BBIABJIECHO, YTO B BO3PACTE
10 mecs1eB pe6EHKY ObUT YK€ BHICTAB-
JIEH JUATHO3 «CUH/IPOM Purepa», rpym-
14 PUCKA O BPOX/JEHHOW IIayKOME.
B Teuenue 10 et JEBOYKA PETYIAPHO
HA6IIOAATACh OPTAIBMOIOTOM, HEO/I-
HOKPATHO NPOBOAMIOCH HMCCIEIOBA-
HUE I'M/IPO/IMHAMUKH B YCJIOBUAX HAP-
K034, OJJHAKO /IAaHHBIX 32 [JIAYKOMY BbI-
ABJIEHO HE 6bU10. OCTPOTA 3PEHUA IIPA-
Boro raza 0,03 sph+5,0=0,04, nesoro
raaza — 0,1 sph+5,0=0,5. C 2016 -i1 o
2019 IT. JaHHBIE OCMOTPOB B METUIIH-
CKOM JJOKYyMEHTAILIUU OTCYTCTBYIOT.

IIpu ob61eM ocMOTpe obpamaeT Ha
ce0s1 BHUMAHHUE TUIIOTHOTHUS BEPXHEH
YEJIIOCTH, OTCYTCTBUE 3yOOB HA BEPXHEI
YETIOCTH, IMHPOKOE OCHOBAHHUE HOCA,
YMOWINKAIbHAA CKIAAKA (puc. 1 a-2).

O(dTanbMOTOTUYECKUI CTATYC:
Visus OD=0,03 B/0 sph+5,0=0,04; Visus
OS =pr. 1. incerta. ITo JaHHBIM CKHACKO-
[I1MHM Ha OOOUX IV1a3aX TUIIEPMETPOIIHSA
5,0 I. Vron gesuanuu 1o I'mpméepry
no +30 convergensaltern, TOpU30OH-
TAJIBHBIA HUCTAI'M. BHUOMUKPOCKOIIHUS:
OS — porosu1a NPO3pavHasg, JUAMETP
10 mMm. IlepenHsas Kamepa HEPABHO-
MEpHas, BIara Npo3padHas, PajyxKKa
aTpouYHadA, 3PAYOK HENPABUIBHOM
opmbl, fuamerp 6 MM, TIYGXKEICKA-
e Cpeibl Npo3pavHsele (puc. 2 a). OD
— porosula npo3pavnasd, guamerp 10
MM, B HAPYKHOM CEI'MEHTE UPUJOKOP-
HEWIbHOE CPAIIEHUE, IEPEAHAA KaMe-
pa HEPABHOMEPHAS, BJIAra Npo3pad-
Hasd, PajgyXKKa aTpodUYHAs, IOTHKO-
pusi, KOP3KTONMsA, IJIyOKEIEKAIIE
cpejibl Tpo3paunble (puc. 2 0).

Odranpmockonust: OS — IUCK 3pU-
TEJIBbHOTO HepBa OJIEHBIN, I'DAHUIIBI
posHbIE, yeTKue, D/ 0,9 PD, casur
COCYIMCTOTO ITy4YKa K HOCY, a/B=1,5/3,
XOJI IPAMOTUHENHBIN, B MAKYIAPHON
o6aacTu pedIeKChl CIIAKEHbI, IEPHU-
epusa ne usmenena (puc. 26). OD —
JIUCK 3PUTENBHOIO HEPBA CEPBDI, I'Pa-
HUIIBI POBHBIE, yeTkue, D/ 1,0 PD,
CABUT COCYAMCTOIO ITy4Ka K HOCY, 4/
B=1,5/3, X0 IPAMOJINHENHDIIN, B MAKY-
JIIPHOU 06J1ACTU PEPIEKCHI CITIAKECHBI,
nepudepus He UaMeHeHa (puc. 22).
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TpexyacoBass TOHOMETPUA HA KOM-
OMHHPOBAHHON Tepanuu (6PUMOHU-
JIUH 2%, JOP30aaMu/]] 2%, TATAHONIPOCT
0,005%): OD — 34-34-34-36-30-32-34
MM PT. €T; OS — 34-32-34-36-30-32-30
MM pT. CT. [Tepumerpusa: OD — rpanurist
[IOJIS1 3DEHUSA KOHLIEHTPUYECKU CYKE-
Hbl 10 10 rp. OoT TOUKK puKcanuu. [o-
Huockonus: OU — pagyKKa KPENnUTCs
BBILIE TPAOEKYJIbI, OIIO3HABATEIbHBIC
30HBI HE BBl OD — 3agHuil aM6pu-
OTOKCOH.

Ha OoCHOBaHMM IPOBEJEHHBIX UC-
CJI€/IOBAHNI BBICTABJIEH JUATHO3: CUH-
JpoM Purepa, BpOXK/IEHHAsA ITTAYKOMA 3
«C» (MeR) MPABOTO I1a3a, 4 «C» (Mex) —
JIEBOT'O 171434, MHUKDOKOPHEa OOOHX
r71a3. f'unepmerponus CpeiHEN CTere-
HU OOOUX I71a3, CO/IPYKECTBEHHOE CXO-
JAIeec aJIBTEPHUPYIOLIEE KOCOITIA-
31€, TOPU3OHTAIbHBIN HUCTATM.

VYuTBIBAA CTAQUIO TJIAYKOMBI M
ypoBseHb BIJl, manneHTKe MpoBEAeHA
TPAHCCKJIEPAIbHASA JIA3€PHASA IIUKIIO-
Koarynauus Ha o6a masa B AO Exare-
pun6yprckuit Hentp MHTK «Mukpo-
XUPYprus r1asa». Yepes HeJienio rnocie
onepanuu BT/l o6oux rimas — 17 MM pr.
cT. Ha (hoHe GpuMOHUANHA 2%, Yepes 2
HEJIEJIN HA TOM K€ TUIIOTEH3UBHOM pe-
skuMe BIJ] mpaBoro rimaza — 16 Mm pr.
CT., JIEBOTO — 15 MM pr.CT. [10 faHHBIM
MIEPUMETPUHN IIPABOTO IJ1a3d TPAHU-
114 ITOJIA 3PEHUS PACIIUPHIACH JO 15
I'PaZyCoOB OT TOUKHU (puKcannuu. OCTpo-
T4 3PEHUS OCTAIACh IPEXHEN HA 060-
UX I71a3aX.

B panpHEUIIEM IJIAHUPYETCA MPO-
JIOJKATD HAOIIOJEHHUE 334 TUAPOJUHA-
MHKO[, 4 TAKXKE IIPOBECTH MOJIHOE 06-
CleJOBAHUE PEOEHKA U JIDYIMX dile-
HOB CEMbM y CTOMATOJIOTA, KapJuO-
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JIOrd, TaCTPOIHTEPOIIOTA, ICUXUATPA
U JIPYIUX CHELUAIUCTOB Ui BbIABJIE-
HUS TIATOJIOI'UI, CBOMCTBEHHBIX CUH-
Japomy Purepa.

B npencrasieHHOM npumepe Ha-
[JIAHO BHJIHO, YTO 4acCTO IVIAyKOMa
npu cuHjpome Purepa puarnocrupy-
€TCA HECBOEBPEMEHHO, B PE3Y/IBIATE
YEro HEPEJKO NPUBOJAUT K TEPMUHATb-
HOM CTaauu. BakHOe 3HA4YEHUE B -
ArHOCTUKE MMEET JIMCMAHCEPHOE Ha-
6J110/IEHUE MTAIIUEHTA, IPOBEICHNE HA
KaK/10M OCMOTPE BU3OMETPHHU, TOHO-
METPHUHU, IEPUMETPUU. DTO HO3ZBOJIUAT
U30€XKaATh IMATHOCTUYECKUX OIMUNOOK,
CBOEBPEMEHHO BBICTABUTDL [JJUATHO3
[JIAYKOMBl U HA3HAYUTH AJIEKBATHYIO
Tepanuio. Kpome Toro, 60mbiioe 3Ha-
YEHHE UMEET B3aUMOCBA3b CEMbH pe-
6eHKa 1 O TAIbMOJIOr, 6ecena ¢ po-
JUTENIIMU O CEPBE3HOCTH 3a00JI€Ba-
HHA U €70 MOCIEACTBUAX.

[IUKJIOZECTPYKTUBHBIE BMEITATENb-
CTBA B XMPYPIrUYECKOM JIEYEHUH IJ1aY-
KOM, KaK IIPABUJIO, HE SABJIAIOTCH METO-
JIOM BBIOODA [5] M IPUMEHAIOTCS, KOT-
Jla pyryue (B TOM 4MClIe (DUCTYIU3HU-
pyIOIINE) ONEPALTMA IIPEACTABIAIOTCA
6EeCIEPCIIEKTUBHBIMU M HEOE30TACHBI-
Mu. [Ipy 3TOM OHU UMEIOT U P IIpe-
HUMYIIECTB: BBITOJHAIOTCA TEXHUUECKH
IIPOCTO U OBICTPO, OOECTIEYHUBAIOT XO-
pomuit 3P@EKT, UMEIOT MTOKA3AHUA K
NIPUMEHEHHUIO B CJIy4a€ BLICOKOTO PH-
CKa OIEPATUBHOI'O BMEIIATEIbCTBA,
0COGEHHO HA CJUHCTBECHHOM I71a3Y [O)].

3AKNIOYEHKUE

VYUTBIBASA BBIPAKEHHBIA T'OHHO-
JIUCTEHE3, TEYCHUE TTTAYKOMBI MOXKET

OBITD 3/I0KAYECTBEHHBIM U B KOPOTKUI
NPOMEXKYTOK BPEMEHU NPUBOAUTDL K
PE3KOMY CHUKEHUIO 3PEHMA BIUIOTD 10
CJIENOTBI, TO3TOMY HAIMEHTHI JOJLKHBI
HaXO/IUThCS HA JUCIAHCEPHOM y4eTe
C 0653aTENIbHBIM IIPOBEJEHUEM BU30-
METPHH, TOHOMETPHUH, INEPUMETPHUU
1 pa3 B 3 mecsana. JlazepHble TpaHC-
CKJIEDAJIBHBIE  JECTPYKTUBHBIE OII€E-
panyy, HECMOTPS HA HUX «HEPU3HO-
JIOTUYHOCTDb», CJIYXKAT HA/ICKHON aJlb-
TEPHATUBOH TPAJUITMOHHBIM METO/IAM
XUPYPTUUECKOTO JIEYEHUA U SABJIAIOTCA
OlepaAMU BIOOPA Y JETEN C TEPMU-
HAJIBHOM ITTAYKOMOM.
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