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B ctatbe NPeACTaBAEH KAMHUYECKUN, VIHCprMeHTaAbeIVI “u MOquO/\OFI/I‘-{eCKMVi AHAAU3 CEMENHOro CAy4ast MPUAOKOPHEAAbHOIro
CUHAPOMa (L‘IaHAAepa), XapakTepusytowerocss atunmMyHbIM - arpecCMBHbIM 6MAaTepaAbelM TeyeHneM n HeCBOMCTBEHHOM
HACAEACTBEHHOM MaHMq)eCTaLll/IeVI. I_IpeAon(eHo BbIAEASITb 5 CTaAMIM MAaTOAOrMYECKOro npouecca.
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The article presents a profound clinical, instrumental and morphological analysis of a family case of iridocorneal endothelial
syndrome (Chandler syndrome) notable for atypical aggressive bilateral course and unusual hereditary manifestation. Five stages

of the pathological process have been suggested.
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TepMUH <«UPUIOKOPHEATbHBIN SHIOTEIUATBHBIN
cunnpom» (MKDC) Brepsbie 6bL1 pemtioxeH M. Yanoff
u H. Scheie B 1975 . [1]. Cneunduueckuii xapakrep Me-
30[IepMaJIbHON aTpoduu pamyXKu ompenensieT 3 Buna
KJIMHUYECKON MaHU(eCTalMy TaHHOTO MaTOJIOTMYECKO-
ro mpouecca — TMPOrPEeCCUPYIOIIYI0 3CCEHLMATbHYIO
atpoduto pagyxku, cuHapom Korana—Pusa v cuHapom
Yanmiepa [2]. B 6onbmnHcTBe ciiydyaeB UKOC — 3a60-
JIeBaHUE CIOpaauyecKoe, OMHOCTOPOHHEE, Mopaxaet
MPEUMYIIECTBEHHO XEHIIIUH MOJIOAOTO 1 CPETHETO BO3-
pacTta, XOTSl BCTPEYaloTCs NAaHHBIE O BOBJICYEHUM JIMI]
Myxckoro mona [2, 3]. Otronorusgs MKOC ocraetcs He-
W3yYEHHOW; CYLIECTBYET MPEIOJIOXEHUEe O BUPYCHOM
MPUPONIe HA OCHOBAHWM BBISIBJICHUS Y OOJIBIIMHCTBA Ma-
nuenToB JIHK BrpycoB npocToro repreca Wi DMITeii-
Ha—bapp [4, 5].

Hns Bcex tpex mnposieHuit UKDBC xapakrepeH
eNVHBII TIaTOTeHe3, WHUIMUPYEMBI W3MEeHEHUSIMU
SHIOTEIUATBHOTO CJIosg poroBullpl. IlaTomornyecku
MOIUGUIMPOBAHHbBIE KJIETKU 3aJHETO SMUTEIUST POro-
BULIbI MPUOOPETAIOT CIIOCOOHOCTh K MUTPALIVU U TIepe-
MelllaloTcs Yepe3 30HbI yriia nepenHeit kamepsl (YITK)
Ha TTOBEPXHOCTh PAIYXXKHU, TIpUAaBast eil CrielinUIHbII
Bun (¢peHoMeH aHaoTenu3anuu). [pu nporpeccupona-
HUU 3a00JIeBaHUS MIPOVCXOAUT KOHTPAKIIUS MUTPHUPO-
BaBllIeii MeEMOPaAHOIOAOOHON 3HIOTEINATBLHON TKaHU,
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YTO BJIEYET 32 COOOI 0Opa3oBaHNE NPUIOKOPHEATbHBIX
(MKC) u nepudepruyeckrx MepeafHUuX CUHEXWi, AUc-
TOPCHIO Y SKTOIMUIO 3pauka, BEIBOPOT MUTMEHTHOM Kaii-
MBI, a TAKXKE aJIbTEPALIMIO TKAHU pamyXKu [6, 7].

B ocHoBe moBpexaeHus pagy>KHO 000J0UYKU MPU
NUKDC — xpoHuueckoe BocrnajeHue, (popMUpoBaHUE
MaTOJOTUYECKON KOpHEeaJbHOIl MeMOpaHbl C pa3BUTH-
eM UIeMUUu U Gudpo3a ¢ MOCIAEeaYIOIIUMMU TPAKIIUOH-
HBIMU pa3pbiBamMu cTpoMbl [8]. Hapsimy ¢ stum mpu
cunapome Korana—Puza ¢hopMupyoTcst y3eJku U He-
BYCHI Ha MepeaHeil MOBEPXHOCTU Paly>KKU; TTPU CCEH-
LIMAJbHOW aTpodUu pagykKu €€ TKaHb MCTOHYAETCS
BILJIOTh 0 00pa3oBaHMsI CKBO3HBIX oTBepcTuit [2]. Jlo-
MUHUpYIOLIas yepTa cuHapoMa YaHuiepa — BbIpaXkeH-
HBII1 OTEK POTOBUIIbI, Pa3BUBAIOIIUICS Ha (hOHE TEKOM-
MneHcaluu OapbepHOU (GYHKUUM SHAOTEIUATBHOTO
CJIOSI U YCYTYOISIIOLIMIACS TIOJ N1€CTBUEM MOBBIILIEHHO-
ro BHyrpuriazHoro aasiaeHus (BI) [9]. Ipu 3Hauu-
TEJIbHBIX U3MEHEHUSIX POTOBUIIBI TpeOyeTcsl XUpypru-
YECKOE JIEUEHUE B BUJIE CKBO3HOM WJI 3HIOTEIUATbHON
Kkeparoruiactuku [10].

B dunane UKDC y GoaplIMHCTBa MaUEHTOB (11O
JAHHBIM pa3HBIX aBTOPOB, B 46—82% cnydaeB) pa3Bu-
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BaeTcsl BTOpUYHAs pedpakTepHas riaaykoma [9, 11].
IMocnenusas odycnosneHa 3akpeiTeM YIIK B pe3ysnbra-
T€ pa3pacTaHus MaTOJOTMYECKU WU3MEHEHHbBIX TKaHeu
(BO3HUKAET «IpofudepaTUBHAs SHAOTEIUONATUS») U
obpa3oBaHueM roHuocuHexuii [6, 12]. Ilpu mo3mHeM
0o0pallleHUM MNalWeHTOB, HECBOEBPEMEHHOU OUarHo-
CTUKE W OTCYTCTBUU aJ€KBATHOU Tepamuu HACTyHaeT
MoTepsl 3pUTEbHBIX (DYHKIMIA BCJIEACTBUE KaK BbIpa-
KEHHOTO HapylIeHUs TUIPOAWHAMUKHU IJ1a3a, TakK U
pa3BUTUS KEPATONATUU.

BaxxHO OTMETUTBH, YTO MEAUKAMEHTO3HAs Tepamnus
HMKOC yvanie Bcero HeahPEKTUBHA, a XUPYPTAYECKUE
METOAUKH, B TOM 4ucie Gpuctyiusupyoume (Ipuopu-
TETHbIE IPU JaHHOI pedpakTepHOI (hOpMe TIayKOMBI),
He BCeraa MpUBOMSIT K TOJITOBPEMEHHOU KOMIIEHCAIUU
o(TasbMOTOHYCA, TIPEACTaBsId OOHY W3 Haubosee
TPYAHBIX 3a7]a4 COBpeMEeHHOU odTanbmosnoruu [13, 14].

Ilenb paboThl — KOMIUJIEKCHBIN aHAJIU3 CEMEHHOTO
KJIMHUYECKOTO ciyvyasi cuHapoma YaHajepa, BbISIBIIC-
HUe 0COOEHHOCTEN TeueHMsT 3a001eBaHUsI, a TAKXKE TU-
CTOJIOTMYECKOE UCCIIEAOBAHNE CKIIEPATIbHOTO JIOCKYTA Y
OIEePUPOBAHHBIX MAIMEHTOB C BTOPUYHOW [JTAyKOMOA.

MaTepuaA N METOAbI

B HoBocubupckom ¢punuane MHTK «Mukpoxu-
pyprus riaaza» uM. akaa. C.H. ®@emopoBa BbINoJHEHA
nuddepeHIManbHas AMarHocTika cuHapoMa YaHme-
pay 6 malMeHTOB M3 OIHOM CeMbH (B 2 CIydasix MpoBe-
JIeH PEeTPOCIIEKTUBHBIN aHaIU3 U B 2 — aHaMHeCTUYe-
CKUi1), IJTUTETHbHO HAOIIONABIIUXCS 110 MECTY XXUTEJb-
CTBa 110 MOBOMY IPOTPECCUPYIONIET0 CHUXKECHUS 3pH-
TeJIbHBIX (DYHKIMI ¢ AMArHo3oM IJayKoMbl. PaHee
5 manuyeHTaM BBHINOJHSUIMCh aHTUIJIAyKOMHBIE OIlepa-
uuu (AI'O), u3 HUX TpeM TakKe MPOBEAEHBI XUPYpIruie-
CKUe BMellaTeIbCTBa B HAIlleH KIIMHUKE.

OdTanbMONIOrMYecKoe UCCIeNOBaHUE BKIIIOYAIO
BM30METPUIO, aBTOPe(PAKTOMETPUIO, IaXUMETPUIO
(«Humphrey», CIIIA), nepumetpuio (HFA 750 «Zeiss»,
I'epmanus), ToHoMeTputo, buomukpockonuio (bMC),
TOHUOCKOITUIO C TIOMOIIBIO  YEeThIPEX3ePKAIBHOIO
ronnockorna (MI'C), odTanbMocKonuio B MpPsSIMOM U
00paTHOM BUJI€, 36 PKAJIbHYIO SHIOTEINATbHYIO MUKPO-
ckonuio (39M) (Specular microscope 300P, «Topcon»,
SnoHus), ynbTpa3BykoBoe ckaHupoBaHue (Eyecubed,
«Ellex», ABcTpanusi), yJabTpa3ByKOBYI0 OMOMUKPOCKO-
muo (YBM) (VuMax, «Sonomed», CIIIA) u ontuye-
ckyto korepeHTHY10 Tomorpaduio (OKT) (Cirrus HD-
OCT 5000, «Zeiss», 'epmanust). JIyist o0 beKTUBU3ALUU
1 IMHAMUYECKOT0 HaOII0eHHS TIPUMEHSIIU (poToperu-
CTpaLMIO TIepeTHero oTpe3Ka u riazHoro aHa (Visucam
500, «Zeiss», 'epmanmst).

[TosyyeHHBIE MHTpaAOIEPAllMOHHO U (UKCUPO-
BaHHBIC B napadopMajbIeTuie CKIepalbHbIe JOCKY-
Thl 2 TAllMEHTOB M3YYEHBI C IOMOIIbLIO CBETOBOM M
3JIEKTPOHHON MUKPOCKOIIHUU 1O OOIIEIPUHATHIM Me-
TOIMKAM.
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Pe3yAbTatnbl

C nmoMoIIbI0 TeHEeaIOrMYecKoro MeToaa BhIsSIBICHA
HacJeCTBEHHAs! O00YCIOBJIEHHOCTb PA3BUTUSI CUHIPO-
ma Yanmiepa, omnpeneieH ayTOCOMHO-IOMUHAHTHBIN
AN HacnenoBaHus (puc. 1), pu 3ToM y 3 MalMEeHTOB
YCTaHOBJIEHO HEMOJIHOE 3KCIPECCUPOBaHUE TOMM-
HAHTHOTO aJuiess.

Penkocts cnyyaee UKOC He no3Bosuiaa Beipado-
TaTh KOHCEHCYC O CTaAUIHOCTHU MaTOJI0TUYECKOTO MPO-
1ecca. I[Ipu nMarHoCcTUKe W JeYeHUM MAlMEeHTOB JaH-
HOI ceMbM oOpaljana Ha cebsi BHUMaHUE pa3iuyHas
CTENEeHb BBIPAXEHHOCTU KIWHWYECKUX TMPOSBICHUN
cuHapoMma YaHmiepa, 4TO MO3BOJUIO HAM BBIACIUTH
5 ¢a3 (cranguii) pa3BUTUS 3a00J€BaHUS U UX Beoyllue
nuddepeHIMaTbHO-IUarHOCTUYECKUE KPUTEPUU:

— I cranug (n1aTeHTHasT): KepaTomnaTus B BUIE MeTa-
TUTa3UuM SHIOTEJIMOLUTOB, TMAarHOCTUPYyeMasi TOJbKO C
TIOMOIIBIO JOTOJHUTEIbHBIX METOMOB UCCJIEIOBAHUS
(aHmoTenuanbHasg ~ MuKpockonus). CyObeKTUBHbBIE
CUMIITOMBI OTCYTCTBYIOT;

— II cramust (MaHudecTalus KIMHUYECKUX TIPU-
3HAKOB): KepaTomaTus Mo TUITYy «4eKaHHOTO cepedpar,
JIETKUIA OTEeK U YBeJIWYEHME TOJIIUHBI POTOBUIIBI, Ha-
YyajibHble KOCMETUYECKHE M3MEHEHMST pamy>XHOU 000-
JIOYKU B BUJE YMEHBIIECHUS TOJIIUHBI CTPOMBI, 9KTPO-
MUoHa uvea, neopMalvy 3padyka, KOPIKTOIHNU; €OH-
HUYHbIE TOHUOCHHEeXUH, oTKPBIThI YITK. XKanobs Ha
Mepuoauyeckoe 3aTyMaHWBaHUE 3PEHUs], padykKHble
KPYTY MpU B3MISIAIE HA UCTOYHUK CBETA;

— III ctanust (yMepeHHbIE KIMHUYECKUE MPOSIBIIe-
HUS): SIUTETNATBbHO-OHIOTENaTbHAS JUCTPOdUs po-
rosuubl (DD]1), mporpeccupyronias aabrepanus TKaHU
pagyXKu 10 o0pa3oBaHUSI CKBO3HBIX Ne()EKTOB, MOJM-
mopdHbie UKC u nepudepuueckue nepeagHue CUHE-
xuu, 3aKkpbIThlii YIIK, moBeitenue BIJI, rmaykomHbie

O

Mauwentra A.
65 net

Maywent O.
61ron

Naywent E.

38 ner MaumenTra H.

32 ropga

./ . CuHapom Yanpgnepa

O / I:l HenonHan 3kcApeccMBHOCTL cuHapoma YaHanepa

MaymenTkal, MNauwent B.
31rop 28 net

Puc. 1. POAOCAOBHAs! MAUMEHTOB (AQyTOCOMHO-AOMMHAHTHBIN TUIN Ha-
CAGAOBAHMA).
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Tabanua 1. Pe3yAbTaTbl 0(DTAABMOAOTMYECKOTO 0OCAEAOBAHMSI HAOAIOAAEMOW CeMbU

Mapaverp TManueHTtka A. IManueHr E. TMauuenTtka H. IManuenTka 7.
OD (0N OD (0N oD (0N oD (O]
Octpora 3peHust 0,001 H.K. «0» 0,005 H.k. 0,7 sph—1,0=0,95 0,001 0,005 «0» 0,1 sph—1,75=0,75
H.K. H.K.
BT, MM pT.cCT. 24 15 35 22 23 20 30 24
TP, MkM 680 790 748 720 — — 508 506
[110THOCTB HIOTEINO-
LIATOB, KJI/MM? 1068 — 1856 2260 — — 2080 2460
[Tone 3peHust, cymMmma — — 385 505 — — — 90
[MapameTpst AI3H:
3/1 1,0 — 1,0 0,6 — — 1,0 1,0
HPIT 0 0 0,2 0 0
-30Ha 0,2 0,2 0 0,2 0,1

Tpumeuanue. HPT1 — HeiipopeTuHabHbIi Mosicok; LITP — 1eHTpaabHast TOIMHA POTOBULIbI; 9/ — 9KCKaBaLlsl/IUCK.

W3MeHeHUs aucka 3putenbHoro HepBa (JI3H). CHuxe-
HUE OCTPOTHI 3pEHUSI, CY>)KEHUE TT0JIsT 3peHUsI, POTOBUY -
HBIA CUHIPOM;

— IV cranus (BblpakeHHbIE KIMHUYECKUE MPOSIB-
JIEHWS): UHTEHCUBHOE TIOMYTHEHUE DPOTOBMIIBI, TITyO-
JKeJexalue OTIAeNIbl BU3yalIM3UpyIOTCs ¢ TpyIoM. 3Ha-
YUTEJIbHOE CHUKEHUE OCTPOTHI 3pEHUSI;

— V cTanus (TepMUHaIbHAas): TOTAIbHAS JIeiKoMa,
HapyleHre TpoPUKU U MHHEPBAIIMY POTOBUIIHI 3aITy-
CKaeT TPOoIlecC BaCKYJISIpU3alMu U 00pa3oBaHUE 3PO-
3UBHBIX M SI3BEHHBIX Je(EKTOB POTOBUYHON TKaHM.
ITpaBuibHAs MW HETIPABUIIbHAST CBETOTIPOEKITHS.

IMpuBoaVMM KIMHUYECKNE TIPUMEPHI, OTpaxKalolre
rmocjenoBaTe/IbHbIE CTalUK pa3BUTHSI 3a00JIeBaHUST, Ha -
yuHas ¢ JlaTeHTHoU. Jlajmee OTHEeNbHO aKIeHTUpyeM
BHUMaHUE Ha TUarHOCTUYECKOU IIEHHOCTH KaXJI0TO U3
METOIIOB O TAIbMOJIOTUYECKOTO UCCIIENOBAHMSI.

Anamues 3a0oJaeBannd. [TanenTka /17, 31 roxn. ['may-
KOMa 000MX I1a3 BMEpPBbIE BbISIBJIEHA 3a 2 Toa A0 00-
pamienust B Kupruzuu. [TpaBblii 171a3 moTepsiji mpeaMeT-
HOe 3peHue oKoJo | roga Hazaj.

TMamuent E., 38 net. maykoma iuarHocTUpoOBaHa B
BO3pacTe 7 JIET, XUPYPTUIECKOe JiIeUeHUe Ha TOT MOMEHT
He peKoMeH0BaHo. B 26 et BeimonHeHa AI'O npaBoro
ra3a. Iloctynun c¢ kanobamMu Ha CHUKEHUE 3PEHUS
MPaBOTro Ia3a B TeUeHUE MOoCIeTHNX 9 Mec.

IManuenrtka A. (Math manuenTa E.), 65 net. JluarHos
«rflaykoMa» roctasieH B Kuprusuu B 32 rona, Toraa xe
BbINOIHEHBI TIepBUYHbIe AI'O 0boux ma3. [ToBropHas
AT'O Ha ipaBOM T1a3y mpoBezieHa B 46 yieT. 2Kano6sl Ha
OTCYTCTBUE€ 3pEHUs JIEBOTO TJIa3a W Ha IOCTENIEHHOE
CHIDKEHUE 3peHUs TIPaBOTO IJ1a3a IO OILILYIIEHUS JIBU-
JKEHMS pyKHU Y JIUIIA B T€YeHWE TIOCIEIHETO TofIa.

IMamuenTka H., 32 roga. B neTcTBe AMarHoCcTUpoOBa-
Ha BpOXIEHHas TiaykoMa. B aHamMHe3e HEoqHOKpaT-
Hbie AT'O oboux rias.

ITpu cbope aHaMHe3a XU3HU MALMEHTOB MOJYYEHbI
cienywoue ceeneHusi. PomHomy 6paty maimeHTKu 4. B
BO3pacTe 25 JIeT BbICTABJIEH IUArHO3 «IJlayKoMa», BbI-
MOJIHEHO HecKoIbKo AT'O, K 60 rogaM mpeaMeTHOE 3pe-
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HUE 000UX IJ1a3 yTpayeHo, MPU 3TOM POICTBEHHUKH OT-
PULAIOT HaJlMuue TIOMYTHEHUSI poroBull. PomgHoit 6par
nauueHTok H. u I. 6oneH riaykomoit ¢ 12 ner, onuH
IJ1a3 yIajieH B CBSI3U ¢ O0JIEBOV TEPMUHATBHOM TJIayKO-
MOIi, 3peHre BTOPOTO IJ1a3a 3HAYUTEIbHO CHIKEHO Ha
¢oHe nekomneHcauuu BI'[l; moMyTHEHUs pOrOBUII HET.

Panee UKD C He Obl1 1MarHOCTUPOBAH HU Y OTHOTO
YyjieHa nmpencTaBieHHoN ceMbu. Hanuuue obmecoMatu-
YeCKHUX 3a00JIeBaHUI BCe MALlMEHThI OTPULIATIH.

Pe3yabTathl  0(TaaIbMOJOTMYECKOrO 00CIEI0BAHUS
(ta06a. 1). IIpy BMC naumentku . poroBUIILI OBLIH
MPO3PAYHBIMU, PATyKHbIE OOOJOYKU UMETU CMEIllaH-
HBIN, TpaOeKyIsIpHO-TYOUaThIli, TWUI CTPOEHWS;, TpU
3DM mpaBoro ria3a nojay4eHbl MOTpaHUYHbIE MMOKa3a-
TEJM TUIOTHOCTU SHIOTEJIUOLUTOB, YTO HE COOTBET-
CTBOBAJIO BO3PACTy MAllMEHTKU U MaKpPOCKOMUYECKOU
kaptuHe. Ilpu MI'C o6oux rnaz — oTkpbIThiil YIIK
cpeiHel IUPUHBI, CHOPMUPOBAHHAS CKJIEpajibHAas
mrnopa, 3ydoyaToe MpUKpPEIJIEHUE PamyXKd K LuIAap-
HOMY TeJly, peK/€e CBETJIbIE OTPOCTKHU PAAYyXKKU Ha MO-
BEPXHOCTH TPaOEKYJIbI.

Pesynsbrar BMC nauuventa E. mpencraBieH Ha
puc. 2, a, 6. [lpu BuU3yanuzauu 3HAOTEINATBHOTO
cJ10s1 00erX POTOBUILL TUATHOCTUPOBAH CHUMIITOM «KO-
BaHoOro cepebpa». [Ipu 3DM porosuiisl TpaBoro ria3a
00OHAapyXeHbl YMEHbIIIEHNE MIOTHOCTU 3HAOTEIUOLU-
TOB 10 1856 KJI/MM?, KJIETOYHBIA MOJIUMOPDU3M (KO-
JIMYECTBO TEKCATOHAJIBHBIX KJIETOK PE3KO CHUXEHO),
MOJUMEraTu3M (yBeJIWYEeHUE KIJIETOK MO IUIOLIAaN), a
TakXe OMNpeAeasyiuch nmatorHomoHuyHeie mist UKOC
SHAOTETUOLUTHI C TEMHOU MOBEPXHOCTHIO U CBETJIBIMU
rpanutamu (MKDC-knetku). 39M neBoro rnasa ne-
MOHCTpPUPOBaJia MOTPAHUYHbBIE U3MEHEHUS C TJIOTHO-
CThIO 2260 Ki1/MM?.

ITpu MI'C o6owux ri1a3 JaHHOTO MalMeHTa BU3Y I~
supoBaicsa YIIK cpegHeil mupuHBI C yyacTKaMu, 3a-
KPBITBIMU TOHUOCHHeXxussMu (puc. 3, a). [1pu riposene-
Huu OKT nepegHero oTpeska J€BOro ria3a OTMEUYEHbBI
CHUXKEHUME MPO3PAaYHOCTU POTOBUIIBI C HEpaBHOMeEp-
HBIM MOBBIIIEHUEM ONTUYECKON MIOTHOCTU, OCOOEHHO
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Puc. 2. BMOMMKPOCKOI'IM'IECKaﬂ KapTuHa nepeAHero oTpe3ka raasa naumMeHta E.

a — 1utockast punbrpanronHas nomyuika (PIT), oTek Bcex cioeB U OyJUIe3HbIe U3MEHEHUST POTOBULIBI, CTPOMA PATYXXKH C 30HAMK UCTOHYEHUSI, SKTPOITUOH Uvea U
KOP3KTOMHUS; 6 — MPUIOLIM3KC, UICTOHYEHUE CTPOMBI PaIy>KKHU BIUIOTh 10 YYaCTKOB aTpO(G U, SKTPOITUOH Uvea N KOPIKTOIHUS, 3aHUIT SMOPUOTOKCOH.

05

Puc. 3. Pesyabtatbl YIK n OKT nepeanero otpeska raasa naumenta E.

a — HepaBHOMepHbIe y3kue u mupokue MKC; 6 — pazpexeHre ONTUYECcKOii MIIOTHOCTH PaLyXKH, YTOIIEeHUe CTpoMbl B mpoekimn MKC.

Puc. 4. BnoMMKpOCKONU4eCKas KapTMHa NepeAHero oTpe3ka raasa naumeHTku A.

a — mtockasi @I1, oTeK Bcex CIIOeB POrOBUIIBI, CTPOMa PALYyKKH ¢ 30HaAMHM UCTOHYEHMs 1 atpodun, upuaskromuu Ha 10, 12, 14 yacax, nedopMUpoBaHHbII 1 THC-
TONMMPOBAHHBII 3pa4OK, SKTPOITUOH uvea; 6 — mockast ®I1, otek u nuddy3Hoe cyoTOTaIBHOE MTOMYTHEHME BCEX CIOEB POTOBULIBI, UPUIIKTOMUS Ha 13 yacax.

B nepucepuvecKux OTaejaxX, HEpOBHBI BHYTPEHHUM
KOHTYp POTOBMIIBI B MeCTaX, COOTBETCTBYIOIIUX TPH-
kperieHnio MKC. Pamyxxka yroniieHa Kak B IEHTpaJIb-
HBIX OTIENaxX, TaK ¥ Ha Tiepudepuu; Ha ee TiepeaHei 1mo-
BEPXHOCTH BBISIBJIeHA MeMOpaHOIOMOOHasI TKaHb (CM.
puc. 3, 6). C momomnisio YBM sneBoro riasa 3ahuKcupo-
BaHO YBEJIMYEHUE TOJIIWHBI POTOBUIIBI B ILIEHTPE 0
720 mxm 1 Ha nneprdeprn — 10 1140 MKM C TTOBBIIIIEHU -
€M 3XOTEHHOCTU CTPOMBI.
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Kaptuna BMC naumeHTKu A. TpoaeMOHCTpUpOBaHA
Ha puc. 4, a, 0. [1pn rccieqoBaHNT SHIOTEINST POTOBULIEI
000MX TJ1a3 BBISIBIIEH CHMIITOM <«KOBAaHOTO cepedpa»
(puc. 5). ITo nanHbIM 3DM poroBullbl MPaBOro IJa3a,
YMeHBbIIEHA ITIOTHOCTh SHAOTETUOLIUTOB 10 1068 Ki1/MM?,
OTMEYEHBI KJIETOYHBI TOMMMOPGU3M, TTOJIMMETATH3M,
«MKBC-xnerku». I[Ipu MI'C npaBoro miaza BU3yalu-
3UPOBATMCh HepaBHOMEpHbIe y3kue u mmpokue MKC,
npukperusiBiurecs mo guHuu [Bans6e. [1Ipu YBM Ha
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Puc. 5. CumnTom «KOBaHOTO cepebpa» (3HAOTEAMAABHbIV CAOH poO-
FOBULIbI BLIASIAMT KaK TOHKMH MAAQCT KOBAaHOTO METaAAa).

MPaBOM IJIa3y YBEJIMYEHA TOJIIIMHA POTOBUIIBI B LIEHTPE
10 680 MkM 1 Ha iepudeprun — 10 1100 MKM, Ha JIeBoM
a3y — 1o 790 MxM B 1ieHTpe 1 10 1160 MxM Ha niepude-
MU C TIOBBIIIEHEM PeIIEKTUBHOCTH CTPOMBI.

V oboux nmanueHToB (E. u A.) o naHHbIM YBM 00-
HapyXKeHbl aHaJloTMYHbie M3MeHeHus: objactu YIIK
(puc. 6, a—B).

IIpu rECTOJIOrMYECKOM HCCJIEIOBAHNM CKIICPATBHBIX
JIOCKYTOB IaliueHTOB E. 1 I. BBISIBIIEHBI CTEPEOTUITHBIE
CTPYKTYpPHBIC M3MEHEHMSI, CBOMCTBEHHBIC BTOPUYHOM
rJlayKoMme: TIpUypoYeHHasl K BOISIHBIM BeHAaM MOHOHY-
KJieapHasl KjieTouHas nHwiIbTpalus (puc. 7, a), B TOM
YuUcie ¢ y9acTHeM MakKpodaros IMpy HaJTMYMU ITUTMEHT-
HOU MMOUOULIMKU (CM. puc. 7, 0), YTO MOXKET OTpaXarTh
XPOHUYECKUI XapaKTep BOCHAJIMTEIBLHOIO IIpoliecca.
Kpome Toro, 3apmkcupoBaHa MOBBIILIEHHAS TJIOTHOCTh
¢udpobaactoB U pudpouUuToB. IIpU 37€KTPOHHO-MU-
KPOCKOIIMYECKOM MCCIENOBaHUM IOKCTaKaHATUKYJISp-
HOM TKaHM OTMEYEHBI MOJUMOP(MHBIE HEKPOOUOTHYE-
CKVe MI3MEHEHUS U IeCKBaMallsl SHAOTEIMOLIMTOB (CM.
puc. 7, B, I).

IMannentaM E. 1 A. BBITIOJIHEHO BUPYCOJOTMYECKOE
HCClIeTOBaHUE CHIBOPOTKM KPOBY METOJIOM MOJIUMEpPa3-
HOI1 LlemHoM peakiuu wist ooHapykeHus JJHK Bupycos
MPOCTOTrO repreca 1-ro u 2-To TUIIA, Pe3y/IbTaT OTPUIIA-
TEJICH.

BMC neBoro r1aza nauyeHTKu H. 1o u mocne orne-
PaTUBHOTO JICYCHUsI MpeACTaBieHa Ha puc. 8, a—B.

IIpu ob1IeM coMaTUYECKOM OCMOTpe 4 MalueHTOB
He ObLIM BBISIBJICHBI (heHOTUITMYECKUE TTPU3HAKM TUC-
IJIa3MK COETMHUTEIBHOMN TKaHU.

JuddepeHManbHyI0 AMATHOCTUKY IIPOBOAWIN C
CUHIpOMOM M aHoMaluel AxceHdenbia—Purepa, a
Takke ¢ cuHapoMoM Ppanka—KameHenkoro. [Tocnen-
HUI OBLT UCKJTIOYEH M3-3a OTCYTCTBUSI HanboJIee sIpKo-
IO KJIIMHUYECKOTo MPU3HAaKa B BUIIE KOHTPACTHOM ABYX-
LIBETHOM OKPACKU PamgyXKu, OTCYTCTBUS METraJIOKOpHea
u crieuudpunyeckux uameHenuii YIIK («3ybuatoe» munu
MepenHee IPUKPEIUIEHUE pamyskKKh, TYCKJIO-CephIi
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IIBET €€ KOPHSI, KapTWHa TPsI3HO-CEpOil Byasin, Cepo-
pbIXUE BKITIOUEHUs Me3onepMaibHOW TKaHu). Hamu-
yue cuHapoma AkceHdenbaa—Purepa 6bUT0 UCKITIOUE-
HO B BUIly OTCYTCTBUSI TTATOJIOTUU YETIOCTHO-TUIIEBOTO
armapara M CKeJIETHbIX aHoManuii. B mosb3y anomanuu
AxceHdenbia—Purepa cBUAETETLCTBOBAIM MCTOHYE-
HUE CTPOMBI PAIyXKU 0 CKBO3HBIX Ne(eKTOB, HAJIU-
Yyye 3aqHero 3MOPUOTOKCOHA Yy TanueHTa E., a Takxke
JIOMWHAHTHOE HacJIeJOBaHKE U JBYCTOPOHHEE TTopaxKe-
HUE C pa3BUTHEM BTOPUYHON TIIayKOMBI, TIPOSIBUBIIIEH -
csl B ieTcKoM Bo3pacte. OHAKO CIeayeT OTMETUTD, YTO
WM30JIMPOBAHHBIN 33HUIT SMOPUOTOKCOH BCTpEYaeTcs U
y 6—10% miozeii 6e3 MaToJ0TUK OpraHa 3peHUsl, [I03TO-
My HE MOXET CITYXWUTh CIeIU(PUISCKUM TMaTHOCTHYE-
ckuM kputepueM. [Ipu aTOM xapakTepHble U3MEHEHUS
TepeHero OTpe3Ka, MOATBEPKIeHHbIE BBICOKOMHGOD-
MaTUBHBIMU METOJIaMU UCCJIEAOBAHUS, TIO3BOJISIIOT TO-
BOPUTH O HAIMYMU CUHIpoMa YaHjiepa naxe Mpu aTu-
MUYHOM XapakTepe MaHudecTaluu 3aboaeBaHus.

TakuM 00pa3oM, Ha OCHOBAaHWM NTaHHBIX aHAMHe3a
U XapaKTepHOU KIMHUYECKOUW KapTUHBI (KepaTomaTus
MO TUIY «4e€KaHHOTo cepebpar, «MKDC-kneTku», 3K-
TpornuoH uvea, popmupoBanue MKC u nepudepuye-
CKUX TMIePEeIHNX CUHEXU C pa3BUTHEM BTOPUYHOM O-
TaJTbMOTUTIEPTEH3UN) TIALIMEHTaM YCTaHOBJICHBI aUa-
THO3BI, TIPENCTaBICHHBIE B TA0J. 2.

Jleyenne. [ManuenTtke /. TIpU OTCYTCTBUM CBEHE-
HU 0 BTOPUYHOCTH TIPOIecca BHITIOTHEHA HETIPOHU-
Katolas TIybokasi CKJIEPIKTOMUsS ¢ MHTPACKIIepab-
HBIM JIPEHUPOBAHUEM JIEBOTO Tja3a. [Ipu BwImucke
BI'Jl coctaBasiio 14 MM pT.cT., ocTpoTa 3peHust — 0,2
sph (—) 3,5=0,8. BcaeacrBue ocTaBleHHOW HATUBHOM
TpabeKyIoIeCIeMETOBOM MeMOpPaHbl U TIPOTPECCUPO-
BaHUs TposucepaTUBHON IHAOTENUONATUN TTPOTHO-
3UpPYyEMO CHUXEHUE TUIOTEeH3UBHOTO 3(dekra, mo-
TpeOyeTCsT MPOHUKAIOIIAsI XUPYPTUSI C UCTIOTb30BaHU -
eM JpeHaxeu.

B cB4a3u ¢ nekomneHcanueit BI'Il u mporpeccupyto-
UM TaJeHNeM 3pUTENIbHBIX (PYHKIIMIT TIpaBOTO TJIa3a
marueHTy E. Ha ¢doHe mpenornepalMoHHONW TUIOTEH-
3UBHON Teparmuu (dukcupoBaHHasi KomOuHaust 1%
opunzonamuaa u 0,5% tumonona — Aszapra npou3sBO/I-

Tabamua 2. KAmHM4Yeckue AMarHo3bl HabAOAQEeMbIX MALMEHTOB

IMamueHT JlnarHo3

TI. BropuuHasi 10BeHUIbHASI OTKPBITOYTOJIbHASI [JTayKOMa
IV A npasoro ria3a, I11 B neBoro miasa, keparonaTtusi
MPaBOTro I1a3a

E. MKDC (Yanmiepa) o6oux rias, ropuuHas 3YT 111 C,
DB poroBUIIbI TPABOTO IJIa3a, KEPATOMATHSI JIEBOTO
raasza

A. MKSC (Uanmiepa), BropuuHas 3YT IV A, D3]] poro-
BULbI 000MX IJ1a3
H. HMKOC (Hanmiepa), sropuuHas 3YT IV A mpasoro

ra3a, I11 A neBoro ria3a, DD]1 poroBulibl 000UX IJ1a3,
JIeliIKoMa POTOBHIIBI IPABOTO IJ1a3a, JJEMKOMa W 3PO3Hs
POTOBUIIBI JIEBOTO IJ1a3a
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Puc. 6. PeayabTaThl YBM naunentku A. (a, 6) u nauuenta E. (8).

a — BepunHa YI1K 3anonHeHa MeMOpaHOMOA0OHOM TKaHbO; 6 — MPodMIb pamy kK1 OTKJIOHEH OT (POHTAIBHOI TJIOCKOCTH M3-3a PACTATUBAIOLIETO ACUCTBUS
MKC, npuBozsiiiero, B CBOIO ouepe/ib, K yMEHbLIEHUIO MIyOUHBI TIEpeHeil KaMephl BIUIOTh 0 CEKTOPaIbHOrO (hOPMUPOBAHMSI UPUIOKOPHEATbHOIO KOHTaKTa U
YBEJMUEHUIO [IYOUHBI 3aHei Kamepbl; B — noiumopdHbie MKC B npoekiiny cpenHeit nepudeprun panyxXku, nepudepruueckue nepeiHue CUHEXUU.

Puc. 7. Pe3yAbTaTbl CBETOONTMYECKOTO M IAEKTPOHHO-MMKPOCKOMHUYECKOrO UCCACAOBAHUSI CKAEPAAbHbIX AOCKYTOB nauventos I. (a) u
E. (6—r).

a, 0 — KOMITAPTMEHT BOASIHBIX BeH. OKpacKa reMaTOKCWJIMHOM UM D03MHOM; a — yB. 250, 6 — yB. 400; B, T — HEKpoOMO3 U ecKBaMall¥sl SHAOTENS (3JIEKTPOHO-
rpamMMmb).

CTBa KOMITAHUU «AJIKOH» ) BBIIIOJIHEHA INIyOoKas ckiep-  OcTpoTa 3peHus IIpaBoro Ii1a3a moBeicuiiachk mo 0,03, He
SKTOMMUSI C MIPUMEHEHUEM aHTUIJIAyKOMHOIO ApeHaXa KOPPUTrMpOBaJlaCh.

Kcenomnact npomsBoactBa Kcenrtek, OO0 «/lyoHa- IManumenTke A. peKOMeHIOBaHbI CMEHA TMIIOTEH3MB-
®apm». OTMEUEHO yMEHbIIIEHHME OTE€Ka POrOBUIIbI Ha HOM MOHOTepanmuMu Ha (PMKCUPOBAHHYIO KOMOMHALIMIO
¢one moHmkenus ypoBHs B mo 12—14 MM pr.cT. OpHH30JaMuUI/TUMOJION (A3apra 2 pa3a B IeHb), KepaTo-
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Puc. 8. Tepeannii OTPE30K A€BOTO rAasa naumeHTku H.

CMelraHHast MHbEKIMsI, POrOBHLIA UMEET 2 30HBI: TIeprubeprIecKyto HEITPO3pPauHYIO U LIEHTPATbHYIO MONYIPO3payHyo; a — neprdepryeckast 30Ha B BIIE KOJblia
6eJ10ro 1BeTa 10 4 MM IIMPUHOI, BACKYISIPU3MPOBAHHASI CTPOMA; 6 — Yepe3 LIeHTPaTbHYIO MOJTYPO3PAYHYIO AeMUTEIM3MPOBAHHYIO 30HY MPOCMATPUBAIOTCS Pa-
Iy>kKKa ¥ CMEILEHHBIA KHU3Y, 1e(OPMUPOBAHHBIA U BBITSIHYTHIII B TOPM30HTAIbHOM HAMPABICHUMU 3pavyoK, MEpeHsisl KaMepa HepaBHOMEpHasl U3-3a HaTM4MsI
MKC; B — BuA 1a3a nocsie noc/ioitHoi KepaToriacTUKy, TPAHCIIIAHTAT MPO3PayHbIid.

MPOTEKTUBHbIE UHCTUIUISILMU (CUCTEH yIbTpa MPOU3-
BOJCTBA KOMITAHUU <«AJIKOH»), KOMIUJIEKCHBIA Kypc
KOHCEpBATUBHOTO JieueHUsl. OCTpOTa 3peHUs TTOBBICH-
nmach 1o 0,01 k.H., ypoBeHb BI'J] coctaBui 17 MM pT.CT.

IManenTtke H. BBINOJHEHA MOCIOMHAsS KepaToria-
CTHKA JIEBOTO TJ1a3a B CBSI3U C Yrpo3oii nepdopaunu u
npucoeauHeHUs BTopuuHoi nHpekuuu. [Tpu Beinmucke
ocTtpoTa 3peHus coctapisia 0,01 K.H., TpaHCIJIaHTAT
npo3paudbiii. CIycTsl MOAroAa TPaHCIJIAHTAT MOMYT-
HeJ, YTO ObLJI0O MPOTHO3UPYEMO: BO BpeMs OMepaluu
OCTaBJIeHa JeclieMeTOBa MeMOpaHa C SHAOTEUEM, U 10
olepaluyd UMesI0 MecTo rpyboe HapyuieHue TpohUuKu
POTroBUIIbI C TTYOOKOM BacKyJIsipu3alueit.

Bce manueHTH B MOCAEOINEPALIMOHHOM TMepUuoe
MOJy4yalu MECTHYI0 aHTUOAKTepUATbHYIO, MPOTUBO-
BocrnanuTeabHylo (Buramokc, Maxkcuneke, HeBaHak
MPOU3BOJCTBA KOMITAHUU «AJIKOH») U KepaToIllacTh-
YECKYI0 Teparuio.

Oo6cyxaeHune

IlpencraBiieH aHanIu3 CEMEUHOro KIMHUYECKOTO
ciydas namueHtoB ¢ MKOC Yanmnepa, OCIOXHUB-
IIMMCS pa3BUTUEM BTOPUYHOM T1ayKoMbl U DB poro-
BULIbL. JIaHHBIN cTy4yall MpeacTaBisieT UHTEpPeC BCEI-
CTBUE HEXapaKTEepHOW HacjleICTBeHHOU MaHudbecTa-
LIMMA C BOBJICUEHUEM JIUL[ OOOUX MOJOB U aTUITUYHOTO
arpecCUBHOTIO IBYCTOPOHHEro TeueHus. Bee uneHs! Ha-
O/omaeMoil ceMbd WMEIOT TJayKOMHOE TIOopaxkKeHue
IJ1a3, Ipu 9TOM y 3 mIayKoma MpOoTeKaeT MO TUIly OT-
KPBITOYTOJIbHOM, Y 3 — 3aKpBhITOYroJibHOW. B 3aBucu-
MOCTU OT CTETNEHM BBIPAXXEHHOCTU MaTOJIOTMYECKOTO
npoiiecca hopMa r1ayKoMbl MEHSIETCS OT FOBEHUJIbHOM,
TaK Ha3bIBAEMOI MPOCTOM, OTKPBITOYTOJBbHOU, B OCHO-
BE KOTOPOI JIEXXUT TpabeKysornatus (3HAoTeauaabHast
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MeMmOpaHa AOCTUTraeT ypOBHs TpaOeKyJISIPHOW CETH W
BBI3BIBACT TPAOEKYISIPHBIN 0JI0K) A0 BTOPUYHOI (3HI0-
TeJvalibHasi MeMOpaHa MOKPhIBAET PaayXKy), IIPpU KO-
Topoii mpuuuHamMu TioBbllieHUs BIJI saBasiorcs He
TOJIbKO TpabeKynonatusi, Ho 1 popmupytomuecs MKC,
nepudepruIecKre MepeaHue CUHEXUU, COIMPOBOXIAIO-
IIYECAd TPOTPECCUPYIOLIMM YXYIALUIEHUEM COCTOSHUS
POTOBUIIBI.

Broigenensl puddepeHunaabHO-IMarHOCTUYECKHE
KPUTEPHHU MO CTaIUsSIM IaTojlornyeckoro npoiecca. Ha
OCHOBaHMU IPEIJIOKEHHOM CTaAIUIMHOCTH MOXKHO ITIpe-
MOJIOXHUTh, YTO U3MEHEHUSI SHIOTEINAILHOIO CJIOS PO-
TOBUIIBI IIPABOTO IJ1a3a MAalMeHTKU [. MOTYT CIYXUTh
KOCBEHHBIMM MpHM3HaKaMM cHHApoMa YaHmiepa B
I cramum, y4uTbIBas OTSITOIICHHBIA HACJIeACTBEHHBIA
aHaMmHe3. IlaTojlornyeckue M3MEHEHMS POTOBUIIBI U
pamy>XKu JIEBOIO Ijla3a IMauueHTa F. B OTCYTCTBUE I10-
BeiieHust BI'I mo3Bossior auarHoctuposath Il cra-
nuio. PazBuTe BTOpUYHOM IJ1ayKOMBI Ha IpaBbIX IJIa-
3ax nmanuuMeHTa E. M manueHTKu A. Ipyu OTCYTCTBUU MH-
TEHCHMBHOI'O IIOMYTHEHMUSI POTOBMII SIBJISIETCSI OCHOBA-
HueM mig yctaHosiaeHus Il cramuu. Hamuuue Heoc-
JIOXKHEHHOM JICIKOMBbI POTOBUIIBI JIEBOT'O IIa3a y Hallu-
€HTKU A. ¥ TIpaBOTo IJ1a3a MalMeHTKH H. B coueTaHUU ¢
[JIayKOMHBIM aHaMHE30M JOIycKaeT nocTtaBuTh IV cra-
nuo. BackymspuszupoBaHHast JielikoMa ¢ JedekTom
SIUTEINAIBLHOTO CJI0s1 JIEBOT'O IVIa3a MalueHTKu H. npu
HaJIMYMHM TJIAYKOMBI COOTBETCTBYET V, TEPMUHAJIbHOM,
cramuu cuHapoma Yanmiepa.

3akAloueHue

BapunabenbHOCTh KIMHMYECKOM KapTUHBI U peaKas
yactota Bcrpeuaemoctu MKOC B mpakTtuyeckoii nes-
TEJIbHOCTH 3a4aCTYIO ONPEAEIIIIOT OTCYTCTBIE HACTOPO-
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JXEHHOCTU Bpadyeid B OTHOLICHWW TAHHOU IMaTOJOTWM.
IMonTBepxkaeHa 00s513aTebHOCTh THIATEIBHOIO 0OOCIe-
IOBaHMS TIALIMEHTOB C IIayKOMOW Ha HaJIMYME COMYT-
CTBYIOIIMX aHOMaJUi 1151 TpoBeneHus: nuddepeHum-
QJIbHOW MTMAarHOCTUKW W KOPPEKTHOU CBOEBPEMEHHOW
MOCTAaHOBKM IMarHO3a, OMPENEISIOIIETO ONTUMATBHYIO
TaKTUKY JieueHUs1. Takke HeOOXOIUMBIM SIBJISIETCS Ha-
MpaBjieHre MallMeHTOB ¢ HacAeACTBEHHO O0YCIOBJIEH-
HBIMU 3a00JIeBAHUSIMU HA MEIUKO-TEeHETUYECKOe KOH-
CYJIbTUPOBaHUE.
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