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Knuuunueckas OdJTaIIbMOJ'IOFIMI

Bmopuynas 2aaykoma npu cungpome Mapthana

A.3. TamnynaroBa, b.T. Byspykos, f.A. 3akHpxoA<aeBa

Tamxenrexni nenuarpyqecmi METHUHHCKH HHCTHIVT, Ys6exncran

JUo1st vi3ydeHnst MPUYMH Pa3BUTUS BTOPUYHOI TJIAYKOMBI Y JIeTell ¢ CHH-
npomom Mapdana 66110 06¢1e0BaH0 26 TAMERTOB B BO3PACTE OT 3 110
14 zter. Y Beex gieteit Habmoa1ACH (HAKOTOIMYECKAST TIAYKOMa, KOTOPAst
ObLIa CBsI3aHA C BBIBIXOM XPYCTAJIMKA B CTEKJIOBHJHOE TEJIO IJIH TIEPE/-
HIOIO Kamepy 171a3a. B mocsieziHeM carydae 3a60J1eBanue IPOTEKAIIO 0 TH-
1Ty 3aKPBITOYTOJIbHOIT [JIAYKOMBL AHAJTM3 MOKa3aTeseli 00beKTHBHOTO U
MHCTPYMEHTAIEHOTO HCCIIEIOBAHNS OC/TY/KIT OCHOBAHHEM JTIsl HeMe/I-
JIEHHOTO IIPOBE/ICHNS aHTUTIAYKOMATO3HOI OIlepalfiiL.

Kntouesvie cnosa: cunpom Mapdana, hakoronmaeckas riaykoma, 3a-
KPBITOYTOJIbHAS TVIAYKOMA.

0 JIaHHBIM 3apyOeKHBIX MyOIUKaImi, cuHapoM Map-

(ana Berpeuaercs B 1-3 carydastx Ha 5000 uenosek (Ge3

PacoBoIl U TOJIOBOM feTepMuHupoBantocTu) [4,5]. B
PYCCKOSI3bIYHOII JIUTEPATYPE YKAHIBAETCST MEHBIIAST YACTOTA
serpedaemoctu — 1:10 000 6o 1:20 000 [3], uto 0bycaoBIie-
HO TPYAHOCTSIMU JIUATHOCTHKI JTAHHOTO 3a00JICBAHUS 1 He-
OIMHAKOBOM B PA3HbBIX CTPAHAX CUCTEMOW BBISBJICHWS W Ha-
OrojieHst 3a OOJIBHBIMHU C ATUM CHHPOMOM.

OnHUM U3 XapaKTePHBIX MPU3HAKOB OoJiesHn Mapdana
SIBJISIETCST TIATOJIOTUS Oprana 3perusi. CorsiacHo JaHHBIM JiU-
TepaTypbl, MOPaKEeHUE OPraHa 3PEHs IPH ITOM HabJI0AeTCs]
y 50-80% mannenToB, HEPEAKO SIBISSICH OJHUM U3 PAHHUX
npusHakoB 3aboneBanns [3,4]. K paHHUM NpusHaKaM CHH-
npoma Mapgana 0THOCAT 9MOPHOTOKCOH, THIOTIA3UI0 Pa-
IyKKH, 0COOEHHO ee IUTMEHTHON Kaiimel [5]. B nasbHeiimem
MPOUCXOJSAT NECTPYKIMS CTEKJIOBUIHOTO TeJia, PaspylieHie
BOJIOKOH PECHUYHOTO I0SICA 1, KaK CJIe/[CTBIE, IKTOIHUS XPy-
cramuka [3]. OdrambMonornyeckye mposBIEHNS AUATHOCTH-
PYIOT TIPAKTHYECKH Y BeeX OOJBHBIX ¢ CHHApOoMOM Mapdara
HEe3aBHCHUMO OT UX Bo3pacTa [4].

BropuuHas riraykoMa — 310 3a00JIeBAHIE 17143, TPHUUHAMK
KOTOPOTO MOCJYKUJIN BOCHANUTEbHBII [TPOIECC U TPaB-
MaTHYecKre U3MEHEHUS YIJIa [epe/iHeil KaMephbl, B Pe3yJIbrare
Yero 3aTPY/AHSAETCS OTTOK BHYTPUTJIA3HON JKUAKOCTH. Takske
IPUYIHOI 9TOT0 3a00J1eBaHIs MOKET OBITH HEHPOCOCYIHCTAS
MATOJIOTH, B Pe3yJIbTaTe KOTOPOI BOSHUKJIA TUTIEPTIPOLY KIS
BHYTPUTJIA3HOI skunkoct [1,2].

[Tpu aHaTM3e TUTEPATYPHBIX HCTOYHHKOB — KAK 3aPyOEKHbIX,
TaK 1 OTEYECTBEHHBIX — MbI He HAILTH PadOT M0 H3YYEHHUIO PasBH-
THST BTOPUYHOH TJTAYKOMBI TIpH cuHzipoMe Mapdana y eteit.

IJeavto aHHOTO HCCIE0BAHS GBLTO H3YUYEHIE TPUYNH Pas-
BUTHSI BTOPUYHOM TTTayKOMBI Y fieTedt ¢ cuaapoMoM Mapdana.

Mamepuanvt u memoovt uccaedosanus: oObLEKTOM UC-
cJiesioBanust aBUJMCH 26 feteit ¢ cungpomoM Mapdana B Bo3z-
pacre ot 3 1o 14 set (cpexnuii Bogpact — 6,37+2,14 roya), Ha-
XOJVBIIHMXCS HAa JICYEHNU B TJIA3HOM OT/EJEHUH KIMHUKHA
TamIIMU. Cpenn o6cenoBantbix 6b110 10 geBouek (38,46%)
n 16 MampunkoB (61,54%).
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For studying of the causes of secondary glaucoma in children with Mar-
fan’s syndrome there were examined 26 patients (age 3—14 years old).
In all patients phacotopic glaucoma resulting from dislocation of the
lens into the vitreous or anterior eye chamber was diagnosed. The an-
gle—closure glaucoma type was developed in case of luxation of the lens
into the anterior chamber. Antiglaucomatous surgery was performed ur-
gently in all cases.

Key words: Marfan’s syndrome, phacotopic glaucoma, angle—closure
glaucoma.

Cunzpom Mapdata GbuT IMarHOCTHPOBAH Y OOJIBHBIX B
peciyGIMKaHCKOM CKPHHUHT—I[EHTPE TeHeTHIECKUME METO-
JIAMHU MCCIEZ0BAHUS (C YIETOM TeHOTHIIA U (PeHOTUTIA TTyTeM
ucnosibzoBanus Mapkepuoro ramioruna JJHK u onpenenenus
YPOBHA rnkonporensa Gubpuimmna). Beem GosbHbIM TIpo-
BEJIEHO CTaHAApPTHOE 0(TATBMOJIOTHIECKOE 00Cae[0BAHIE C
IPUMEHEHHEM BU30METPHH, EPUMETPUH, TOHOMETPUH, O1O-
MUKPOCKOITHH, 0O TATbMOMETPHH, pePPAKTOMETPHH, ODTaITb-
Mockonnn, A/B-ckanupoBanue ria3. Taxke mpoBefeHO 0.
Hoe obirecoMaTnyeckoe 06c/IeloBaHIe ¢ IPUBJIEYEHUEM Tie-
JMATPA, SHIOKPUHOJIOTA, OPTOIIE/IA—TPABMATOJIOTA 1 Kap/UOo-
JIOTa ¢ YCTAaHOBJIEHUEM HATMYHS OOJBIITNX, MAIBIX  JIOTOJ-
HUTEJIBHBIX KPUTEPUEB O0JIE3HHU.

Pesyavmamot ucciedosanus: 3 5585 GONBHBIX, TPOXO-
JUBIINX JieueHue B crarmonape, y 26 (0,47%) Gbut ycTaHOB-
JieH cunipom Mapdana.

Buomukpockonst 52 riia3 MoKasaja, 4To JBYCTOPOHHSIS
JTOKCAINS TPO3payHoro Xpycrannka nMeercss v 9 (34,62%)
GOJIbHBIX, TTpUeM ¥ 7 (26,92%) 13 HUX XPYCTaTUK ObLT TOATS-
HyT KBepxy, B 2 (7,69%) ciyuasx — B cropony. JIokcarmst xpy-
CTATINKA COMPOBOKIANACH CHUKEHUEM OCTPOTHI 3PEHU
(0,1-0,4). TIpu aToM y GOJIBIIMHCTBA TALKEHTOB HAOI01AIK
HECOCTOSITEIBHOCTD HIKHEN YacTh IMHHOBOM CBSI3KH, KOTOPASI
ObIIa pacTAHyTa, MMesTa GaxpoMyaThie Kpast ¢ MHOTOUHCJICHHBI-
mu paspsiBam. B 3 (11,54%) ciydyasgx HabJIIOAAII OHOCTO-
poHHIOIO JTIoKcarmio xpycramaka. B 5 (19,23%) rmazax xpycra-
JIK OBLT JIIOKCUPOBaH B TiepeHon Kamepy, B 3 (11,54%) — B
sagao. Y 1 (3,85%) 6016HOTO XpyCTAIMK GBI PACIOJIOKEH
TOPU3OHTAIBHO B OOJIACTH 3pavKa ¥ MOCTOSHHO (BJIOTHPOBAT
MeKITy Kamepamn riaza. CyGumokcarust Xpycrainka Gblma Jiu-
arHoctupoBara y 5 (19,23%) marmeHToB U HOCHJIA OJHOCTO-
POHHUIT XapakTep.

Karapakrta pasHoii cTemeHn BBIPAKEHHOCTH Ha (oHe
JIFOKCAIMK XpycTairka Oblia BbisiBiaeHa Ha 7 (26,92%) ria-
3aX U XapaKTepH30BaJIaCh MOMYTHEHUEM 3aHUX KOPTH-
KAJTBHBIX U CYOKOPTUKAIBHBIX CJIOEB Xpycramnka. [Ipu
9TOM OCTPOTA 3PEHMsT OBLIA 3AMETHO CHIKEHA, COCTABIISSA

0,04-0,07.
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OpuruHanbHbie CTaTbu

PedpakromeTpns nokazana HaImae MUOTIU BLICOKOH CTe-
nern Ha 3 (11,54%) r71a3ax ¢ JIOKcAIMeil XpyCTaanKa B 3a/[HIO0
KaMepy U CJIOJKHOTO MHOINYECKOr0 acTUrMaTusma — Ha 1
(3,85%). IIpu aTOM XapaKTepHBIX /71l MUOTTHH H3MEHEH U TJIa3-
HOTO J{HA He BBISIBJIEHO, YTO YKA3bIBAJIO Ha XPYCTATHKOBBIN Xa-
pakTep mportecca. I1pu aTom, HecMOTpS Ha TITATEBHYIO KOPPEK-
1o, ocTpota 3penusi He mpesbimasa 0,3. Hapsmy ¢ atum y 1
(3,85%) 60abHOTO ObLjIa IMATHOCTHPOBAHA TUITEPMETPOIIHS BbI-
COKOIl CTEIeHH C HATIMYIEM CJIOKHOTO TUTIEPMETPOIIITIECKOTO
acrurmaruaMa. OQTamIbMOCKOIHS TIPH ATOM TIOKa3a/Ia HaIJie
XapaKTePHbIX JI/IsI THITEPMETPOIINI U3MEHEHHET CO CTOPOHDI TJIa3-
HOTO JiHa. ¥ jipyroro GosibHOro (3,85%) Obiia oGHApYKeHA TH-
TIEPMETPOITHST CTA00M CTETeHH, KOTOPASt XOPOTIO KOPPUTHPOBA-
JIaCh, HECMOTPsT HA MMEIONITYIOCS CYOJTIOKCAITIIO XPYCTATHKA,

[Ipu ronomerpun o Makiakosy y 8 (30,8%) 60sibHBIX
OBIT YCTAHOBJICH INATHO3 BTOPHYHOM IIayKOMBI, 06CIe/I0Ba-
HO 16 ruas. TepMunanbuas crajusd BTOPUYHON IJTAyKOMBI Ha-
Omromanach B 12,5% cirydaes. Bospact jeteit BapbupoBas ot 7
1o 11 neT, cpemumii Bospact coctasma 8,8£0,53 roxa. JleBouek
cpenu 60JIbHBIX ObLIO mOYTH B 2 pasa Gombie (62,5%), uem
MasbunKOB (37,5%). Y Bcex jieTeil ¢ BTOPUYHON IJIayKOMOIT
OpLTH TTOpaskeHbl 06a rmasa. JIoKcayus XpycTaiinka oTMeda-
Jack y 37,5% pereit, Torma kak cybuokcarus — y 62,5%. Cra-
(buoma criepbl Habmoamach y 12,5% nereit. OcioxHeHHAS
Kartapakrta Gbuia BoisiBieHa y 3 (37,5%) MAI[MeHTOB.

[pu Y3U y mereit co BropuuHoii riaykomoii Gbima 06Ha-
Py’KeHa CcJIefyomas aToJOTHs: [IABAIOIIIe TIOMYTHEHNUS B
creknoBuaHOM Teqte (12,5%), TecTpyKIms CTEKIOBUIHOTO Te-
na (87,5%), orcaoiika (25%). Y 37,5% pereit axonaromornu
He 0OHapYKEHO.

[Ipu aHaTM3€e AHAMHECTHYECKUX JIAHHBIX U 00BEKTUBHOM
0CMOTpe HamMu OBLIO YCTAHOBJIEHO, YTO PA3BUTHE BTOPUUHON
TJIayKOMBI y JieTeil ¢ cungpomoM Mapdana B iepByio ouepeiib
3aBUCHT OT aHATOMUYECKIX N3MEHEHHH, KOTOPBIE XapaKTepH-
3YIOTCS PacTsKeHNEM IIMHHOBBIX CBA30K XPYCTATNKA, & TAKKe
OT U3MEHEHUH B CTEKIOBUIHOM TeJIe B BHJIE AECTPYKIIUU 1 OT-
CJIONKY 3a/[HEl THATOMIHOM MeMOPaHHbL,

Y Beex gereil Habmogamach (hakoTOmMUECKas TIayKoMa,
KOTOpast ObLIA CBSI3AHA C BBIBUXOM XPYCTAIUKA B CTEKIOBHU/I-
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HOE TeJIO IJIN MEPEHIOn KaMepy TJIasa. B mocaesneM caydae
3ab0JieBaHie MPOTEKATIO [0 THITY 3aKPBITOYTOMBHON TIayKo-
MbL. OcTpoTa 3perust Ge3 KOPPEKIUI BapbHPOBAJIA OT CBETO-
ourymenust jio 0,15.

Amasms mokazateneil 00LeKTHBHOTO I HHCTPYMEHTATHHOTO
MCCIIE/IOBAHNS TTOCTYSKUI OCHOBAHNEM /1T HEMe/ITIEHHOTO TPO-
BeJICHUS aHTUTIAYKOMATO3HO OTIepariiy U yIaleHus JIOKCH-
POBAHHOTO XPyCTAJINKA Y BCeX JieTell cO BTOPUYHOMN TTayKOMOI
Ha (hoHe cunpoma Mapana.

Saxarouenue: puBecHHAsT MHPOPMAINS CBUETEIbCTBY-
eT 0 HeOOXOAMMOCTH 3HAHKST OCHOBHBIX KJIMHMYECKHX TIPO-
sBJeHni curgpoMa Mapdana y neteli ¢ 1e/bio HeoOXOMMMOCTH
COBEPIIEHCTBOBAHS CUCTEMbI OKa3aHM MEJUTIMHCKON TTOMO-
II[M 9TOU KATEropun OOJIBHBIX.

Takke HEOOXOMMO YCOBEPIIEHCTBOBAHIE TPAUITHOHHBIX
METO/[0B XUPYPTHYECKUX BMEIIATENbCTB Y JIeTell ¢ CHHIPOMOM
Mapdana n maToJIorHelt 3peHus ¢ eTbI0 YMEHDITEHUS PUCKa
BO3HUKHOBEHUS MHTPAa— 1 TIOCTEONEPAITOHHBIX OCIOKHEHHT.
[Iupokoe BHEAPEHNE PA3TNYHBIX MOJIEEH MHTPAOKYISPHBIX
JIMH3 B TIOCJIE/THUE TO/[BI 3HAYUTEIBHO PACHIUPUIIO BOZMOKHO-
CTH XUPYPrUYECKOil peabummrarin GOJbHBIX € AUCTOKAIMEH
Xpycrajauka 1pu cunjgpome Mapdana, uTo, B CBOIO 0uepe/b,
OyJieT IpeIoTBPAIIATh PasBUTHE BTOPHYHOI IIAYKOMBI,
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