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CuHapom «ronybbix cknep» (JlobwreitHa - BaH-aep-XoBe)
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PEDEPAT

B ctaTbe npeacTaBneH 0630p nUTepaTypbl U KIMHUYECKOe HabloAeHWe NALMEHTKM € peAKO BCTPEYAIOLUMCA U, KaK NpaBu-
N0, HacneACTBEHHO 06YCNOBNEHHBIM TaK Ha3blBaeMbIM CUHAPOMOM «rony6bix cknep» (CIC), unu JlobwTeiiHa - BaH-gep-Xo-
Be. Kak n3BecTHo, xapaKTepHyto TpMaay AaHHOrO CUHAPOMA COCTABAIOT NPOABAAILWMECA BO MIAAEHYECTBE, MOMUMO CUH-
ApoMa «ronybbix CKNep», TaKue CUMNTOMbI KaK NaToNorna KOCTHOM CUCTEMbI U TYroyxocTb. HecMOTpsA Ha xapaKTepHble Knu-
HUYeCKWe CUMMNTOMbI, 3aTPyAHEHWE C ANArHOCTUKOM MOXeT BbI3blBaTb HEMONHOE, @ TaKKe No3AHee NPoABAeHNe KIUHUYe-
CKMX cumnToMoB, cocTaBnsAtowmx CIC, B 4acTHOCTY, y NaLMeHTOB BO B3POCIOM COCTOAHWUU. ABTOPbI A€NatOT aKLEeHT Ha ac-
COLMALMIO MMEIOLWeroca Y NaumneHTKN rMayKoMHOro npotecca U AaHHOTO CMHAPOMA U NOATBEPXKAAOT GaKT pedpakTepHo-
ctv rnaykombl npu CI'C, koTopas noTpe6oBana MakcMManbHON M’MNOTEH3MBHOMN Tepanumn 1 nocneayloLiei paauKanbHoii Ho-
xeBow xupypruu. K coxaneHuio, Ha CeroAHAWHMNA MOMEHT NOKa He CyliecTBYeT 3G HeKTUBHOIO leYeHUA MHOTUX UHBANNAN-
3UpYIOLMX FreHeTUYecKnX 3aboneBaHuii, B YacTHOCTK, Takux Kak CI'C 1 HecoBeplueHHbIN ocTeoreHes. JledeHne naumeHToB
¢ CI'C octaetcA cMMNTOMaTUYECKMM U ABNAETCA COXHON 3afa4yel, yuUTbIBaA U3BECTHbIE U Cepbe3Hble CONYTCTBYOLME U3-
MeHEHWS KOCTHOM CUCTEMbI U clyXa, TpebyloLueil KOMNIEKCHOTO MyNbTUANCLMNMHAPHOTO NoAxoAa. EcTb Hagexaa, uto fo-
CTVXKEHMA, NOyYeHHble B pe3y/bTaTe HaKOMNEHUA HAay4YHbIX AaHHbIX, B HeAaneKoM Byayliem MoryT cnoco6cTBoBaTh NOBbI-
weHuto 3¢ HeKTUBHOCTU JIeYeHUA TAKUX COCTOAHU.

KnioueBble cnoBa: cMHAPOM «rolybbix CKAep», HeCOBEpLLEHHbIN OCTEOreHes, Faykoma, pepakTepHOCTb K JIeHEHWI0, My/b-
TUAUCLMNANHAPHBIA NOAXOA K NeYeHuto
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Case Report
Blue sclera syndrome (Lobstein - Van der Hoeve)

A.E. Babushkin, G.Z. Israfilova, G.R. Saitova
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ABSTRACT

The article presents a literature review and a case presentation of the rare and often hereditary condition «blue sclera»,
which is also called Lobstein - Van der Hoeve syndrome. As is known, the triad of this syndrome - blue sclera, bone patholo-
gies and hearing impairment - is manifested in infancy. Despite its typical clinical signs, difficulty with diagnosis can cause
incomplete and late clinical manifestation, in particular in adult patients. The authors emphasize associations of glaucoma
process and the syndrome and confirm the fact of refractory glaucoma in blue sclera syndrome, which required maximum
hypotensive therapy and subsequent radical knife surgery. Unfortunately, to date there is no effective treatment for many
disabling genetic conditions, including the blue sclera syndrome and osteogenesis imperfecta. Treatment strategies for the
blue sclera remain symptomatic and present real challenges; given the known and severe concomitant changes in the skele-
fon system and hearing, require interdisciplinary approach. There is hope that advancements obtained at the course of clin-
ical frials will contribute to improving the treatment of these conditions.
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Cunopom «2onyobetx cknep» (Jlobwmetina — Ban-oep-Xoee)

CJIY4AU U3 NPAKTUKU
CASE REPORT

BBEAEHUE

Kak n3BeCTHO, B HOPME Y HOBOPOKIEHHBIX OEJIKH IJ143
HMMEIOT JIETKYIO TOJMYOM3HY, KOTOPAsA MOJHOCTBIO MCYE3AET
NIPUMEPHO 4Yepe3 noaroad. CTOMKUI 1 UHTEHCUBHO-TOJY-
OO0BaTBIN (PEsKe JAKE CUHUH) IIBET 6€T0YHOI 060JIOUKH SIB-
JIAETCA JOBOJILHO PEJKUM ABJIEHUEM 1 BCTPEYAETCS B OTHOM
ciydae Ha 40—60 ThIC. HOBOPOXKIEHHBIX. KaK mpaBuiio, oH
TOBOPHUT O HAJMYHUHU CUHJPOMHBIX WJIM CUCTEMHBIX 3260-
JICBAHUM, 4 TAKXKE B PEAKUX CAYYaAsAX — O BO3ACHUCTBUM HE-
KOTOPBIX XMMUYECKUX COCTUHEHUI U MEJUKAMEHTO3HBIX
CPEJCTB, B YACTHOCTH, TAKUX KaK aHTUOMOTUKH U UMMYHO-
JIETIPECCAHTHI (IPUYEM KaK HUTOCTATUKH, TAK U IVIIOKOKOP-
TUKOCTEPOUJIDL).

YTto KacaeTcs 3a00JIEBAHUM, TO MOJABJSAIONIEE YUCIO
CIIy4a€eB JBYCTOPOHHETO CUHAPOMA «T'ONyObIX ckiep» (CI'C),
nu cuHapoma JloomnrrertHa — Ban-gep-XoBe, npuxoanTCs
Ha HACJEJCTBEHHO OO6YCIOBIEHHBIN BApuaHT 60e3Hu. Ha-
CJIEIOBAHUE JAHHOTO CHH/IPOMA MOJKET OBITh KaK 110 ayTO-
COMHO-PELIECCUBHOMY U ayTOCOMHO-IOMUHAHTHOMY, TdK U
X-cemnennoMy tTunam. I1pu arom CI'C otnnaaercs 70% Be-
POATHOCTBIO (PEHOTUIMMYECKOT'O IPOABJIEHUA IPHU3HAKA TPH
HaJINYUH COOTBETCTBYIOMIETO IeHa. [EeHETHYeCKH 06YCIOB-
JIEHHOE€ HAPYUIIEHUE Pa3BUTHUA TKAHU CKJIEPBLI IPUBOAUT K
€€ MCTOHYEHHUIO 32 CUET YMEHDBIIECHHUA KOTUYECTBA KOJUIA-
T€HOBBIX U JIACTUYECKUX BOJIOKOH U, KAK CJIEJCTBUE ITO-
ro, IPOCBEUYUBAHUIO COCYJUCTON OOOJIOUKU (BAXKHO, UYTO
IIPY 3TOM PA3MEPBHI ITIA3HBIX A0JOK HE U3MEHEHBDI). MeH-
HO 3TO OOCTOATENBCTBO U BEJET K BOSHUKHOBEHUIO H0Jee
WHTEHCUBHON I'ONyOU3HBI CKIEPHI, KOTOPAs K TOMY K€ HE
HMCYE32€T OOBIYHO NPUMEPHO YEPES TIONT'OAA X KU3HU HOBO-
DOKIEHHBIX, KAK 3TO IPOUCXOAMT y 340POBLIX fIeTeH [1, 2].
IIpu s10M CI'C ABIAETCA NOCTOSHHBIM (DEHOTUIINYECKUM
IIPU3HAKOM IIPU HECOBEPIIEHHOM OCTEOTr'€HE3€e (CHMHPOM
Dkmana — JlobmrTeriHa — JOGPOKaYeCTBEHHAs (popMa Ha-
CJIEICTBEHHOM JIOMKOCTU KOCTEI) I Tumna — HaCIenCTBEH-
HOM Y, IJITABHBIM O6Pa30M, ayTOCOMHO-IOMUHAHTHOM 3260-
JIEBAHUH, OOYCJIABIMBAIOIIUM CYIIECTBEHHOE YMEHBIIEHUE
(B 2 pa3a) BBIPAOOTKM KOJIareHa I tuna [3, 4].

B ocranpubix cnygaax (mpumepHo 30%) CI'C ormeva-
eTcs Ipu CUHApoMax KamnaHa (IIEpBUYHO-XPOHUYECKUU
APTPUT U NIPOI'PECCUPYIOINHI MTHEBMOKOHNO03) 1 POEMS
(a66peBuaTypa NeEPBBIX OYKB CUMIITOMOB, KyZla BXOJAT P —
nosuHerponarud, O — opranomeranus v E — sHg10KpruHoO-
natus, M — HamMm4ue B KpOBU M-IIPOTENHA, S — KOJKHBIE I10-
paxeHus), MapdaHna (ITIOPaAKEHUE CEPAECIHO-COCYAUCTON
CUCTEMBI, KH(POCKOINO3, APAXHOAAKTWINA, AepopMaLius
prﬂHOfI KJICTKH, BBICOKAs MHUOIINA, ITIOIBBIBUX XPYCTAIM-
Ka), 3a60JIEBAHUAX APTUPUU (COCTOSIHUE, BBI3BAHHOE UPE3-
MEDPHBIM BO3/ENCTBUEM XUMUYECKHUX COEJUHEHUN Cepe-
6pa unn cepedpAHON NbUINA, IPU KOTOPOM MOKPOBBI IIPH-
OOpETAIOT CMHUH WA CHUHE-CEPBIM OTTEHOK), THIEPTO-
MOIIUCTEMHEMHUM (3200JIEBAHUE, XaPAKTEPHUIYIOIIEECS
AHOMAJIBHO BBICOKMM YPOBHEM I'OMOIIUCTEUHA B KPOBH,
YTO IPOBOLIUPYET PA3BUTHUE UHCYJIBTA, MH(APKTA, ATEPO-
CKJIEPO3a, TPOMO03a), MUACTeEHUH ['paBuca (AayTOMMMYH-
HOE IIPOTPECCUPYIOIIEE HEPBHO-MBIIIEYHOE 3200JI€EBAHHUE,
XAPAKTEPUBYIOMIEECS MMATOJIOTHUECKU OBICTPON YTOMIISAE-
MOCTBIO TIOIEPEYHONOIOCATHIX MBIIIIL), HEBYCe OTa (OA-
HOCTOPOHHUH /IEPMaJbHBIA MEIAHOIIUTO3, BO3HUKAIO-
MUA HA JULE B 00JACTU UHHEPBALIUU TPOMHHUYHOI'O

HEPBA U Yalll€ BCETO HA CKJIEPE I71a34), 4 TAKKE IIPH JKe-
J1e301e(PUIUTHON aHEMUH [5-9].

B ouenbp peJKuX Caydasx roayooe OKpanmBaHue CKIEP
MOXKET OBITh TAKXKE CJIEJCTBUEM CBOCOOPA3HON IATOJIOIU-
YECKOM HEXKEIATEIbHOU PEAKIINN HA UCIIOIb30BAHUE, KAK
[IPaBUJIO, BBICOKUX 103 UMMYHOJEIIPECCAHTOB UJIN HEKO-
TOPBIX aHTHOUOTHUKOB U3 I'PYIIILI TETPAIJUKINHOB, B Hayyu-
HOM JIUTEPATYPE NPEACTABIEHBI dHAJIOTMYHBIE TIOPAKEHUSA
7143 Ha (POHE NMPUMEHEHUA HEKOTOPBIX IPOTUBOCYJOPOXK-
HBIX cpeacTs [10, 11].

Hago oTmeTuTh, 4TO I1a3Hbie u3mMeHeHus B Buje CI'C
ABIAIOTCA HE equHCTBeHHbIMU. Hapany ¢ CI'C, npeumymie-
CTBEHHO B JIETCKOM BO3PaCTE, AIUATHOCTUPYIOT TAKKE O-
TAJILMOIIATOJIOTHIO B BUJE OIU30PYKOCTH, ACTUIMATHU3MA,
«TOHKYIO» POTOBHIly KEPATOKOHYCA WM KEPATOINOOYCa,
JUCTPO(HUU POTOBULIBL, Yallle NATHUCTOU, SMOPHUOTOKCO-
Ha, INIAYKOMBI (KOTOPAasg HOCUT BTOPUYHBIN XAPAKTED), Ka-
TAPAKTBI, HEPEAKO C IKTOMUEN XPYCTAINKA, OTCIOUKU CET-
yaTky [12-15].

Jaxe NPy HAJIMYUY TEHETUYECKU OOYCJIOBIEHHON «TOH-
KOM» pOroBUllbl (CHWJKEHHUE IIOKA3aTENE€H KOPHEANbHOU
TOJIIIMHBI 1 KOPHEAIBHOT'O TUCTEPE3NCA B CDABHEHNH C €€
TOJIIIUHON Y YKA3AHHBIMU ITOKA3ATENAMU Y 3J0POBBIX JIIO-
Jieil) 1 HECOBEPIIEHHOM OCTEOI'€HE3E HEKOTOPBIE UCCIIE/O-
BATEJIN HE HAXO/AT KAKOU-TN60 TeCHOU cBA3U Mexay CI'C u
[JIAaYyKOMOHM, YKa3bIBaA HA TO, YTO UMEIOMMECS HA CETOAHAI-
HMI MOMEHT BPEMEHHU JITAHHbIE, HEOQHO3HAYHDI, U ITOCJIEN-
HIOIO OHHM PACCMATPUBAIOT KAK OJHO M3 IJIA3HBIX ITPOSBIIE-
HUI1 HECOBEPIIEHHOT'O OCTEOreHesa [14].

HanpoTus, Apyrue aBTopsl [16] paccMaTPUBAIOT «aHO-
MQJIbHBIN KOJIJIAT€H» KaK (PAKTOP PUCKA PA3BUTHUA y Ta-
KMX MAIJUEHTOB NEPBUYHON OTKPBITOYIOJBHON IVIAyKOMBI
(TTOVYT), a HexkoTOpPBIE [17] fa’Ke CIUTAIOT CBA3Db ITUX 3260-
JIEBAHUI HOBOM (DEHOTUIIMYECKOM ACCOLMALIMEN HA OCHO-
BAHUU BBIABJICHUS 2 HOBBIX MyTa1uii B rene COLIAI. Taxoxke
y MaIUEHTOB C TOHKUMU porosuniamu u INOYT 6bu1n ycra-
HOBJIEHBI U3MeHeHUA B rene COLSA2 [18-20]. Cuuraercs,
YTO U3MEHEHHASI GMOMEXAHNKA (PUOPO3HON KAIICYIIBI IJ1d-
32 IPUBOAUT K MCKAKEHHUIO TOKA3ATE/IEN TOHOMETPUH, IIPU-
4eM CymECTBEHHOMY B PAJIE CIIy94€B, IPH 3TOM IICEBJOHOP-
MAJIBHBIN O(PTAIBMOTOHYC ABJIAETCA MPUYHUHOM IMO3JHETO
JIMATHOCTUPOBAHUA ITJIAYKOMBI Y ITAIIMEHTOB JAHHOU KaTe-
ropud [4, 21]. Ecii 0(pTaIbMOTOHYC MOBBIIIEH, TO YaIIIE BCE-
I'O Yy HALUEHTOB JUATHOCTUPYIOT HATUYNE TOHUOTPAOEKY-
JIOAUCTeHE3a [22]. UHTEPECHO, YTO JIEUEHUE ITIAYKOMBI IIPU
CI'C 9acTto TpeOyeT MHTEHCUBHOM MECTHOM MEIMKAMCH-
TO3HOU TEPANHU C NPHUBJICYCHUEM MHOI'MX TMIIOTECH3UB-
HBIX IIPENapaTOB, 2 HEPEAKO U B COYETAHUH C JIA3EPHBIM
JIEYEHUEM U aHTUIVIAYKOMHBIMH ONEPALUAMHU (TOHUOTOMHU-
€d, TPaAObEKYJIOTOMHUEN, TPAOEKYIIKTOMUEN), KOTOPBIE HE-
PEIKO HYKIAIOTCA B IOBTOPHOM IIPUMEHEHUH, B T.4. C IIPU-
MEHEHMEM JpEHAXEN [14, 24, 25].

Hpyrumn conyrcrsyromumu CI'C M3MEHEHUAMU ABJIA-
I0TCS IATOJIOTHA Y NAIIUEHTOB KOCTHON CHUCTEMBI U TYIO-
yXOCTb. [Ip1 HECOBEPIIEHHOM OCTEOTI'€HESE, HAOIIOJAEMOM
rpu CI'C, B IpOLECC BOBJIEKAIOTCA OPIAHBI C BBICOKHUM CO-
JIEpKAHUEM KOJIJIAT€HA. B 9aCTHOCTH, /I TAKUX MMAIIUEHTOB
XaPAKTEPHBI IOMKOCTD WJIA XPYIIKOCTb KOCTEHN BCJIEACTBHE
TUIIOIUIA3UH, CBA3AHHONU CO 3HAYUTEIBHOI IMTOPO3HOCTHIO
KOCTH M HEJOCTATKA U3BECTKOBBIX coeAuHEeHNN. Hepegko
[IEPEJIOMBI KOCTEN COYETAIOTCA CO CJIA00CTBIO CBA30UYHOIO
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annapara U U3BMEHEHUSIMHU CyCTaBOB, YTO MPUBOJUT K pa3-
BUTHIO UX BBIBUXOB WIH [O/IBBIBUXOB.

MHOrO4HCIIEHHBIE NEPETIOMBI OOBIYHO BO3HHUKAIOT B
MJIQIEHYECTBE (A pepEeHINATBHO-TUATHOCTUIECKU I
MIPU3HAK) U YACTO IPUBOJST CO BDEMEHEM K 06€300pakUBa-
omen jeopmMaiu CKENIeTd. OTO IPOUCXOIUT BCIAECTBUE
TOTO, YTO MEPETOMBI BOZHUKAIOT HAUOOJIEE YACTO B IIPOK-
CUMAJIBHBIX OT/I€/IAX KOHEUYHOCTEN, UTO IPUBOAUT K YKOPO-
YEHUIO BEPXHUX U YVIMHEHUIO HWKHUX, 4 TAKKE HOPMAb-
HOMY POCTY TPYOUATHIX IPU TOPMOXKEHHUN POCTA B TONIIH-
HY AUA(PU3APHBIX; OTMEYAECTCA TAKKE YMEPEHHBIM MasIbId
pocT nanueHToB. CIeAyeT OTMETUTD, YTO XUPYPIUYECKOE
JIEYEHHE TIEPETIOMOB U Aie(POPMaLIMil KOHEYHOCTEH COIIPO-
BOXKJAETCS YACTBIMU OCJIOKHEHUAMH [1, 12) 25].

IIpuMepHO y TPETH JEeTEH IIEPEIOMBI IIOABJIAIOTCS B BO3-
pacre 2—3 JIET U B JAJBHEHUIIEM OITACHOCTb UX BO3ZHUKHO-
BEHHUs CYIIECTBEHHO CHMKaerca. Hapymenue occuduka-
IIUU [IPUBOJIUT TAKXKE U K IPOTIPECCUPYIOMIEH TYTOYXOCTU
(oTockneposy) y 50-90% mauueHTOoB 32 CY€T UCTOHYEHU
U/WIN HENPABUJIBHOI'O (POPMUPOBAHUS CIYXOBBIX KOCTO-
4yeK 6apabaHHON NEPENOHKH, HEJOPA3BUTOCTH JIAOUPHH-
Ta BHYTPEHHETO yxa. YacTto orMedaeMsie nipu CI'C comyr-
CTBYIOIIME HEBPOJIOI'MYECKUE U3MECHEHUS B BUJIC ACTEHU-
YECKOT'O CHH/IPOMA, TPEBOI'M U KOTHUTHUBHBIX HAPYIIEHUN
HE BXO/JAT B TPHUA/Y, IOCKOJIbKY HEPEJKO MPUCYTCTBYIOT U
[pH raykome [26-28].

Yro kacaercsas aud@PepeHINaANbHON IUATHOCTUKHU, TO
€€ 3ATPYAHATD MOXKET BBIABICHUE HOBBIX CHHAPOMAJIBHBIX
[VIA3HBIX MIPOSIBICHUI U 3260JIEBAHNH, PA3BUBAIOIINXCS HA
(poHE AUCIUTACTUYECKUX IPOIIECCOB, PACIIO3HABAHUE BE/Y-
X KINHUYECKUX IPU3HAKOB 60JIE3HU, HAIPUMED, Y IIOJ-
POCTKOB U B3POC/BIX MAIIMEHTOB BBUY UX MO3JHETO Ma-
nudectupopanus. [1pu gud@epeHInaIbHON JUATHOCTU-
ke CI'C, HeO6XO MO UMETD B BU/Y, UTO ITOBBIIIEHHAS JIOM-
KOCTb KOCTEH M CHMXXEHME CIyXa B TOM WUJIN MHOM CTEIe-
HM U B PA3HBIX COUYCTAHUAX UMCCT MCCTO IIPpU CI/IHIIpOMHX
Ban-gep-Xose — Knerina wiu Anaup — JJaiirrona, JJoGmren-
Ha, DanoBca, Pponuka, diuepca — Jannoca, JIoBe 1 HEKOTO-
PBIX IPYTHX.

IIpencTaBrumocs HEnecoOO6PA3HBIM IPUBECTH COOCTBEH-
HOE KIMHUYECKOE HAOIOEHNE JAaHHOT'O CHH/IPOMA, COYe-
TAIOMIETOCSA C IVIAayKOMOM.

KNWHWYECKOE HABJIOAEHWE

IManumenTka M., 57 nert, Buepsbie 06paTtniach B YPHUHN
ry1a3HBIX 60se3nen 05.05.2023 B CBA3U C YXyIILIEHUEM 3pe-
HUs NIPABOTo 171333, XKal106aMU HA NIEPUOJUYECKOE MOsB-
JIEHHE YyBCTBA MHOPOAHOI'O TEJIA 34 BEKAMH, UHOI/IA PE3H,
YYBCTBO CyXOCTH B 060HX I71a3ax. Co C10B 60JIBHOI, BIIEP-
BbI€ IPOGJIEMBI C ITIA3AMU MOSBUJINCH 2 TOJJa HA34[, KOI/1a y
Hee B 2021 r. B mponecce KOHCYIBTaluu O(PTAIbMOJIOTA 11O
MIOBOJY YXY/LIEHHs OCTPOTHI 3PEHMSA OblIA BbIABICHA IJld-
ykoMma (y OJIMKaUIINX POJCTBEHHUKOB €€ HET). buuia Ha-
3HAYEHA MECTHAsA I'HIIOTEH3UBHAA TEPANU: B Ha4aJjE JIe-
YEHMA B IIPABBIM I71a3 — a43apra 2 pa3a B CYTKH, 4 YEPE3 I'OJL
J06aBeH 1yoTpas 1 pas B ieHb. Ha 3TOM Tepanuu BHYTPU-
ri1a3Hoe gasiaeHue (BIID) npaBoro 1y1a3a 610 CTaOMIBHO
KOMIICHCUPOBAHO B mipeaenax 16—20 mm pr.cT. B anperne
2023 1. BpauoM-0(TaIbLMOJIOIOM 110 MECTY JKUTEIbCTBA OBLI
3a(PUKCUPOBAH MOBBINIEHHBIN YpoBeHb BT/l mpasoro ria-

A.D. Babywxun, I'.3. Hcpagunosa, I'.P. Caumosa

32 "— 32 MM PT.CT. Ha (POHE KaIlesIb 43apra 2 pa3a B ICHb, 1y-
OTpPaB HA HOYb. [IpH 3TOM O(PTAIBMOTOHYC JIEBOT'O I71434 HA
(pone nHCTHWIIIALMI IyOoTpaBa ObUT B HOPME — 18 MM PT.CT.
B ¢BsA3M ¢ HEKOMIIEHCUPOBAHHBIM BI'/l 1 mporpeccupoba-
HHEM ITTayKOMBI OD Ha (pOHE MAKCUMAIBHON MEJUKAMEH-
TO3HOI Tepanuu O6bUld PEKOMEH/OBAHA AHTUIJIAYKOMHAs
onepanus. [1o HACTOAHUIO NAIUEHTKU OHA ObIA IIPOBEJIE-
Ha 8 ®I'bHY «<HUUI'Bb um. M.M. Kpacuosa» (1. Mocksa). Ha
IIPABOM I7Ia3y OblIa YCIENIHO BBIIOJHEHA CUHYCTPA6EKY-
JIO3KTOMMS C UMIUTAHTAIMEN PACCACHIBAIOMETOCA APEHAXKA.

V3 aHaMHE32, CO CJIOB MATEPU MAITUEHTKH, CTATIO TAKKE
HU3BECTHO, YTO BIIEPBbIE CIIOHTAHHBIA IIEPEIOM JIEBOI HUX-
HEN KOHEYHOCTH, CBA3AHHBII C HAYaJIOM CAMOCTOATENbHOM
XOJbOBI, 6bUI AUATHOCTUPOBAH B BO3pacTe 1 roja u 3 mecs-
1eB. [Tocsie 3TOro y NallMeHTKU [0 MOJPOCTKOBOTO BO3PAC-
Ta OTMEYAJINCh HEOJHOKPATHBIE IIEPETIOMBI U BBIBUXH, TT1AB-
HBIM O6PA30M, HIJKHUX KOHEUYHOCTEH. Bylyun eIMHCTBEH-
HBIM PEOEHKOM B CEMBE, JICBOYKA POAWIACH B CPOK 38 HEJIETIb.

ITpu OCMOTPE NAUMEHTKN OOpalrana Ha Ce0si BHUMAHHUE
SIBHAS JUCIIPOTIOPIINS B COOTHONIEHUH BEPXHEN U HYKHEN
IIOJIOBUHBI TeJId, KOTOPas OblId 3HAYUTENBHO YKOPOYEHA
MIPEMMYIIECTBEHHO 34 CYET HWKHHMX KOHEYHOCTEH. PocT
MaIrMeHTKU oKa3aucs 121 cm, macca Tena — 57 KT.

ITpu UCCIEAOBAHUN OCTPOTA 3PEHUS MIPABOIO 171432 —
0,05 sph. —3,75 D cyl. -0,75 D ax113 = 0,3, n1eBoro rn1asa
— 0,08 sph. —4,25 D cyl. -0,75 D ax4 = 0,7; yposeHb BTl
CoOTBETCTBEHHO — 10,6 (6€3 JIEKAPCTBEHHOM HAIPY3KN) U
12,4 MM prT.CT. (Ha (POHE MEAUKAMEHTO3HOH Tepanun). Tos-
IIMHA POTrOBHUIIBI ObUIA YMEHBIIEHA U COCTABJUIA B II€H-
TpanbpHOI ee yacTu HA OD — 451 MM, Ha OS — 453 MKM
(puc. 1).

[lepe/He-3a/iHsisE OCh IPABOr'o 11432 — 26,02 MM, JIEBO-
ro — 26,47 mm. IIo JaHHBIM KMHETHYECKOMN IEPUMETPHUH,
nosie 3penusa OD Cy’KeHO B HMJKHE-HOCOBOM CEI'MEHTE /IO
15°, B BEPXHE-HOCOBOM — J10 25°, OS — € Ha3aJIbHOU CTOPO-
Hbl — Ha 15-20°. IIpo6a Mlupmepa: cMayuBaHue 12-mMM Te-
CTOBO¥ ITOJIOCKU. [OHMOCKOTINSA: yTOJI IIEPEHEN KAMEDHI OT-
KPBIT, 3-1 CTENEHb, TUTMEHTAIAA TPAOEKY/Ibl HE3HAUUTENb-
Has, ME30JEPMAJIbHAA TKAHb OTCYTCTBYET.

ITpu O6BEKTUBHOM OCMOTPE 06pamal Ha cebsl BHUMA-
HHE HEOOBIYHBIN OTTEHOK CKJIEP OOOUX I71a3 — OHU OBUIN
«roslyboBatoro» usera (puc. 2). Ilpu 3TOM KOHBIOHKTHBA
OblJIa UHBEIMPOBAHA M HECKOJIBKO TYCKIOBATA U3-34 MME-
IOIUXCSI YMEPEHHBIX IIPOSIBIEHUN CUH/IPOMA «CyXOTO IJIa-
32> M HAPYHNIEHNUs CTA0MILHOCTH CJIE3HON IUIEHKU.

ITo nepudeprun pOroBULbl (PUKCUPOBANIN drcus Senilis.
Ha mpaBoOM 17143y B BEPXHEM BEKTOPE HA 12 4acax BU3ya-
JIN3UPOBANIACH PA3NUTAsA (PUIBTPALMOHHAA NoAyIKa. [Ipu
GHMOMMKPOCKOIIUM B XPYCTaIMKaX OOOUX IJ1a3 ONIPEAE-
JINCh KOPTUKAJIbHBIE TIOMYTHEHMUA, OOJIEE BLIPAKEHHDBIE HA
PaBoM I1a3y. OPTANbMOCKOIMYECKAA KAPTHUHA IIPABOIO
71432 BBIABWJIA CJIEYIOMIME IVIAYKOMHBIE U3MEHEHUS: JUCK
3puTENBLHOrO HepBa (3H) rmanmHOBOrO 1BETA, IPAHULILL
€ro YETKHE, BU3YAITM3UPOBAIACh KPAEBAs IKCKABALIM; Jie-
BbI! 7123 — [I3H 671€AHOBAT, 'PAHUIIBI YETKUE, PACIINPEHNE
(PU3NONIOrNYECKON IKCKABALIMHY, COOTHOIEeHuE D /11 = 0,7.
ApTepnuu yMEPEHHO CYKEHBI, BEHBI IOJITHOKPOBHBI, U3BUTHI.

Jnarnos: OD — onepupOBaHHAA OTKPHITOYIOJIbHAS IT1AY-
koMa III «a», mocneonepaiuOHHbIA ACTUIMATH3M, OS — II «a».
OU — HemnosHasa OCJIOKHEHHAA KATAPAKTA, MUOIIUA CPETHEN
CTEIIEHU, CUH/IPOM «CyXOT'O 71432,
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Cunopom «2onyobetx cknep» (Jlobwmetina — Ban-oep-Xoee)

CJIY4AU U3 NPAKTUKU
CASE REPORT
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Puc. 2. MauveHTKa c cuHapoMom «ronybbix cknep» (Jlobwreitna - Ban-aep-
Xoge)

Fig. 2. A patient with blue sclera syndrome (Lobstein - Van der Hove)

PEKOMEHIOBAHO: NIPOAOJIKATE MECTHYIO TMIIOTEH3UB-
HYIO TEPAIUIO B BU/I€ MHCTHU/UIAIINMN B JIEBBIN 7143 HE TOJIb-
KO IyOTPaBa — HAa HOUb, HO U JIOTIOJIHUTEIbHO 43aPI'U 2 pa3a
B JIEHD /IS JOCTWKEHUS «11€JIEBOTO JABJIEHUA> HIDKE 18 MM
pr.cT. KpoMe TOro, Ha3Ha4€HO NOCTOSAHHOE UCIIOIb30BAHHE
6GECKOHCEPBAHTHOI CI€303aMEIAIONIEH TEPATNU 3—4 pa3a
B JICHb U PETYISPHOE NMPOBEACHUE 2 Pa3a B I'OJl KOMIUIEKC-
HOTO HEHPONPOTEKTUBHOTO JIeueHUs (NIENTHAHBIE G1Opery-
JIATOPBI, aHTUOKCUJJAHTHI U T.I1.) C AUCMAHCEPHBIM KOHTPO-
sieM BI'J], nepuMeTprUYeCKUX U OPTAILMOCKONNYECKUX M1a-
pameTpoB 4 pasa B ro/j.

TakuM 06pa3oM, IPUBEIEHHOE HAOIIOACHUE U3 KINHU-
YECKOU MPAKTHUKU MOATBEPKAAET TOT (PAKT, YTO JIECUYECHUE
riaykoMbl pu CI'C 4acTo HOCUT pedpaKTEPHBIA Xapak-
Tep. B yacTHOCTH, OHO TOTPEOHOBAIO MAKCUMAIBHOH I'UIIO-
TEH3UBHO TEPATINH, HO JAKE ITO HE FAPAHTHUPOBAJIO YCIIEX,
U TOTZIA IPUIUIOCh NPHUOETHYTh K HAUOO0JI€E PAJUKAIBHOM
HOKEBOM XUPYPIUMU.

B KauecTBe 3aKII0YEHNS XOUETCA CKA34Th, UTO, K COXKAJIE-
HHIO, HA CETO/IHANIHUH ICHb HE CyIeCTBYET 3((HEKTUBHOTO
JIEYEHU MHOTUX UHBAINJU3UPYIOMINX ITEHETUUECKUX 3200-
JIEBAHUH, B YACTHOCTH, TaKUX KaK CI'C 1 HECOBEPUIEHHBIA
ocreorenes. Jleuenune nanneHToB ¢ CI'C BO MHOIOM OCTA€TCS
[IOK4 CUMIITOMAaTUYECKUM (32 HEOOJIBIINM UCKIIOUCHUEM,
HAIIPUMED, UCIIOJIb30BAHMA MIPENAPATA BOPUTETEH HETAP-
BOBEK IIPU BPOKAECHHOM aMaBpo3e Jlebepa 2-ro TUMa v Ipu
MMUI'MEHTHOM peTUHUTE 20-TO TUIIA) U ABJIACTCA CIOKHOMU

Puc. 1. OnTuyeckasn KorepeHTHas ToMorpadus poroBuLbl 06omx rnas
NaLMEHTKN C CUHAPOMOM «roflyBbIX CKNep» ¢ U3MepeHneM ee TONLM-
Hbl B LIEHTPaNbHOI TOYKE

Fig. 1. Optical coherence tomography of the cornea of both eyes of a
patient with blue sclera syndrome with measurement of its thickness
at the central point

3a/1a4€l. YUUTBIBAsA U3BECTHBIE U CEPbE3HBIE COMYTCTBYIO-
M€ U3MEHEHUS KOCTHOM CUCTEMBI U CITyX4, JIEYeHUE TPEOy-
€T KOMIIJIEKCHOT'O MYJIBTUIUCHUIIINHAPHOTIO noaxozaa. Oc-
HOBHOE HAIIPABJICHUE JIEKAPCTBEHHON TEPAIIUK CUHAPOMA
DKMaHa — JIOOWTENHA 3AKII0YAETCSl B IPUMEHEHUH OUC-
($oC(pPOHATOB, KOTOPHIE MOBBIIAIOT MUHEPAIBHYIO IUIOT-
HOCTb KOCTH. ECTh HA/IEK/]A, YTO JOCTHKEHUS, TIOJTYICHHBIC
B PE3Y/IBTATE HAKOIIJICHUS HAYYHBIX JAdHHBIX, B HEJAICKOM
OyayImeM MOTYT CIIOCOOCTBOBATD YIYUIICHUIO JICYEHUS Ta-
KMX cocTosgHuM [29, 30].
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