3ab6o0s1eBaHMA XPpYCTaJ/IMKa

Brmosnuniau EBoknMmoBa TaTtesaHA

J1300eBa Hatesnbsa
I'pynima MJI411




XpyCTa/MK - Npo3payvHasn [BOSAKOBbINYK/1asd 6GMOI0rMyecKas
JIMH3a, obecneymBaowad AMHAMUMYHOCTb ONTMKM I/1a3a
6narogaps MeXaHM3My akKoMoZaLumu.

Cxnepa Xopuonpes
Cnenoe e~ Lnemsmos kawan
OYyHKIUN:

OTpocTrn
 CseromposezeHue , —— pagyxH
« CaeronpesoMmieHue S o
« Obecrneyenune JUHAMUYHOUN | oy Panysxa

pedpakuuu 3paroK

MNepeagHas
Kamepa rmasa

- PaznenurenbHas (epegHui
OT/Z€JI OT CTEKJIOBUHOTO TEJIa)

o 3amuTHada

/- 3anusn
Kamepa rnasa

~ Uunuaproe
TeNo
3pHTencHLIA
HepB



XMMUYECKUMN COCTaB:
Boga 62%. AN
PacTBopuMble 6ekn 18% {7
HepactBopuMble 6e1kn 17% | |
HeopraHuyeckune coeUHEHUA: |

BUTAMMUHDbI, XO/IeCTEPUH, (DEPMEHTHI,
MukpoanemeHTbl (K, Na, Ca, S, Zn, Ag, Cl)

OyHKUUM: ) RN
CseTonpoBe/ZieHne (Npo3payHoOCTb) g AR
CseTonpesiom/NieHre (onTUYeckas cpeja) ‘

ANHAMHUYHOCTb pedpakLumm
(akkomMoZauma)

Pa3geneHue nepeHero u 3agHero ,
OTZAE/10B r/1a3a (MpUAo-XpyCcTa/IMKoBasA L AN
Avadparma) NS

3alMTHbIM Bapbep




AHOMa/IMMN pa3BUTUA:

« Adakus - mosiHoe OTCyTCTBUE XpycTanuka. ([lepBuuHas - XxpycTajJnukoBas
IUIACTHHKA He OTIITHYPOBaJiach OT HAPY:KHOM DKTOZIEPMbI B SMOpHOTreHe3e.
BropuuHas - xapakTepus3yeTcs CIIOHTaHHBIM paccachblBaHUEM
g opmupytoIIerocsa Xpycrajamuka.)

- Muxkpodakus — (koTopas codetaercs ¢ chepodakueii) XpycTaauk IIpu
BTOM PE3KO YMEHBIIIEH, UMeeT MIAPOBUAHYI0 QPOPMY




CuHapoM (6one3Hb) MapdaHa — ayTOCOMHO-
JOMUHAHTHOE 3abos1ieBaHUe U3 rpynnbl HaCeACTBEHHbIX
NaTosIorMm coeaMHUTENIbHOMU TKAHM.

BBICOKIM POCTOM, OTHOCHUTEJIBHO KOPOTKHUM TYJIOBHUIIIEM C
HEITPOIIOPIIMOHAIBHO JIMHHBIMH TOHKIUMHY KOHEYHOCTIMU
(mosImxocTeHOMeJIHEH )

 VIAJIMHEHHBIMU ITayKOOOPa3HBIMU HaJblaMu (apaxHOAAKTUINEN);

* aCTEeHUYECKUM TeJI0CIOKEHHNEM CO cJIab0pa3BUTON HOAKOKHOMN
KJIETYATKOM U MBINIEUHOM TMIIOTOHUEMN;

» nedeKTaMM CTPYKTYPbl CTEHOK COCYZIOB 3JIaCTUYECKOTO THIIA, IIOPOKAMU
pa3BUTHSA KJIAIIAHHOTO alapara U IIEPEropoJoK cepAlia

- HawuboJiee yacTo BcTpeuaeTcs Tpuaga CUMIITOMOB: TUTAHTHU3M,
apaxXHOIAKTUJINA, SKTOINA XPyCTAJINKA.



. (13-3a MapoBUAHON (POPMBI XpyCTaIUKa, U3MEHEHHOU
IIPEeJIOMJIAIONIEN CHUJIBI POTOBUITHI I71a34a, a TAKXKE PACTAKEHUA IJIa3HOTO
a0J10Ka)

° (3MmeHeHUs B paslyKHOU 000JI0UKH, CBSI3aHHBIE C

IIOBBIIIIEHHOU PaCTsKUMOCTBIO TKaHel ), BO3MOKHO 3aKPBITHE yTIJia
1epeHeN KaMephl PACTAHYTOU TKAHbIO PAZIY?KKU C ITOBBIIIIEHUEM
BHYTPHUIJIA3HOTO JAaBJIE€HUS, TO €CTh Pa3BUTHEM IJIAYKOMBI.

. (113-3a2 YaCTUYHOTO pa3pbiBa CBA30K XPYCTAJIUK
CMeEIIaeTcsl, HO BCe-TaKU JIEPKUTCS Ha OCTaBIINXCSA CBA3KAX)
° (CBABKU MOJIHOCTBHIO OTPHIBAIOTCS, U XPyCTATIUK

OIIyCKaeTCs B MOJIOCTD IJIa3a, CBOOOIHO MEHSASA CBOE II0JI0XKEHHE)

« st 6ose3nn MapdaHa XxapaKTepHO MPEUMYIIECTBEHHOE CMeEIeHHE
XPYCTAJIMKOB KBEPXY, a TaK:Ke KBEPXY U KHAPYKH, UTO 00YCIOBIEHO
JIeCTPYKIIEN BOJIOKOH PECHUYHOTO MOsICKA B HUXKHUX OTAEJIax.



[MoaBbiBUX XpYyCTaAUKa

BoiBMX XpycTanuka




3paykoBbiit Bnok

PECHUYHbIX

CBA30K

lNonHoe cMelyeHre B nepeaHto kamepy
(noKcauusi, BbIBUX)

/ —YacTnyHbI
N ™,  OTpbiB
\  PECHUYHbIX
‘i CBSA30K
/

YacTuuHoe cmeLLeHne B nepeaHion kamepy
(cybniokcayus, noaBbIBUX)



Pae. 103.
BeIBHX XpycTaJHKa B IepeaHION KaMmepy.



- Kpome Toro, noMyTHeHME XpyCcTaJIUKa WM KaTapaKkTa pa3BUBAETCs PaHbIIIE
1 BcTpeuaeTcs 0oJiee 4acTo, YeM y 3[J0POBBIX JIIOJEM.

« I'maykoma BO3HHUKAET IIPU HAPYIIIEHUU OTTOKA BHYTPUIJIA3HOU KUTKOCTH
yepes yroJl HepeJHer KaMephl 3a CUeT 3aKPhITHUA NU3MEHEHHOU PAyKHOU
000/7I0UKOMN UM 3aKPHITHEM IIyTEN OTTOKA BHYTPUTJIA3HOHU KUJKOCTH
BBIBUXHYTBIM XPYCTAJTUKOM.

» M30BITOYHO pacTATHUBAETCS TAKXKe U ceTyaTKa Ij1a3a, B pe3yjabTaTe 4ero
IIOBBIIIIAETCS PUCK PA3BUTHUA MepUPEPUUECKUX XOPUOPETUHATbHBIX
AucTpoUuil — JIOKAJIbHBIX HCTOHUEHUH ceTYaTOU 000JI0UKH IJ1a3, KOTOPbIE
MOTYT IPUBOJIUTh K BOBHUKHOBEHUIO OTCJIOMKH CETUYATKHU.

- HabGaopaercd pa3BuTHUe KOCOTJIa3us, IIOsABJIEHNE KOTOPOTO TaKKe CBA3aHO
C IOBBIIIIEHHOMN PaCTSAKUMOCTHIO TKaHEU.



CnHapoM MapKe3saHu

HaciiegyeTes mo JOMUHAHTHOMY M ayTOCOMHO-pellecCuBHOMY Tuiy. 1o
MHOTHUM IIPU3HAKaM 3TOT CUHAPOM IIPOTUBOIIOJIOKEH cuHApomMy Mapdana.

e MaJIEHbKHUH POCT

* YKOpO4YeHHOe TYyJIOBHIIE, IlIes] 1 KOHEYHOCTHU, Opaxuriedanms
OrpaHUYEHNE MOJABUKHOCTU B CyCTaBax

3abos1eBaHMsA cepAedHO-COCY/INCTON CUCTEMBI.

HaHHa}I IIaTOJIOTUA XapPaKTEPHU3YETCA TPEMA OCHOBHBIMU ITPU3HAKAMMU:
HU3KUU POCT, IIOABBIBUX XPYCTa/IUKaA U 6[23XI/IgaKTI/IJII/IH

HabroatoTes aHoMaIuu U 3a00J1eBaHMs OpraHa 3peHus : 9KTOIINU
XpyCTaJINKOB KHU3Y, cpepodakusi, MUKpOdaKUsl, MUOIINA BICOKOU CTEIIEHH,
OTCJIOMKA CETYATKH, BTOPUYHASA TJIayKOMa.

BoJsibHBIE OOBIYHO YMHUPAIOT B BO3pacTe 40-50 JIeT.



Weill-Marchesani syndrome
Systemic features Ocular features

v N
e v N §

« Short stature » Microspherophakia

* Short stubby fingers (brachydactyly) e Al L
« Mental handicap * Angle anomaly and glaucoma



JIEHTUKOHYC — KOHYCOBH/IHOE Jlerturnobyc — nedpopmanus
BBHIIIAYMBAHUE Y 3a/ITHETO UJIU IIepeHErO XpyCTa/IMKa IaPOBUYHON (POPMBL.

ITIOJIIOCAa




Kosnoboma xpycraauka

nedekT TKaHU JIMH3BI 110 cCpeaHell JINMHUN B HIDKHEM oTAesie. JanHas
IIaTOJIOTH HabIro4aeTcess KpaliHe PeJIKo M OOBIUHO COUETAEeTCs ¢ KOJI0OOMOMU

Pay>KKH, IWIHAPHOTO TeJIa U XOPUOUJIEH.

' Pac. 101. ~ v
KomoGoma xpycrannka. 50ob 0 3peHiu



KaTapakTa

J[1000e moMyTHEHME XpyCTaJInKa Ha3bIBAaeTCsA KaTapaKTOM.

. — OPH BO3JEUCTBUU TOKCUYECKHX BEIECTB HA SMOPHOH B
repuo GOPMHUPOBAHUA XPYCTAIUKA.
. — IIOMYTHEHHE XPyCTaJIUKa 3TO TUIIOBasA OTBETHAs

peakIus ero 6eccocy/ICTOTO BellecTBa Ha BO3/ecTBUE JIFI000T0
HeOJIaronpusATHOTO (PakTopa.



Buabl KaTapaKTbl NO JIOKasiM3aumm

« 1 — cioucrtas nepudepruueckas KaTapakTa;

e 2 — cJIONCTAas 30HYJISIPHASA KaTapaKTa;

e 3 — IepeaHssa U 3aHAA NOJISIPHbIE KaTapPaKThI;
* 4 — BepeTeHOOOpa3Has KaTapakTa;

+ 5 — 3a/HAA cyOKancyisapHadA (dameobpas3Hast)
KaTapakTa;

¢ 6 — A/lepHad KaTapakra;
¢ 7 — KOPTUKaJIbHAsA KaTapaKTa,
8 — nosiHas (ToTaysbHAA) KaTapaKTa.




* IIepeJHIOI0 MOJIAPHYIO KaTapaKTy — pacliojiaraeTcs Mo, Karcyjaou B 0b61acTu
IIEpeTHETO MOJII0ca XPyCTaINKa; IIOMyTHEHHE UMEET B/l KPYTJIOTO IISATHA
6e10BaToOro M CEPOBATOTO IIBETA;

° 3aJIHIOI0 ITOJIAPDHYIO KaTaPaKTy - pacCIliojiaracTcA 1o KaHCYJIOﬁ 3aJIHEroO I10JIr0ca
XpyCTaJInKa, I10 OBETY 1 (bopme dAHAJIOTU4YHA IIEPEAHEHN IIOJIAPDHOU KaTaPAKTE;

« BeEpeTeHO00pa3HYI0 KaTapaKTy — pacliojiaraeTcs Mo nepeaHe3a HeN OcU
XpyCTaJInKa; uMeeT (POPMY BepeTeHaA, 10 BU/Iy HATIOMHUHAET TOHKYIO CEPYIO JIEHTY;

 SEPHYI0 KaTapaKTy — pacliojaraeTcs B IleHTPe XPyCTaJINKa;

* CJIOHUCTYIO (B0HYJIAPHYIO) KaTapaKTy — pacIiojlaraeTcs BOKPYT sJipa XpyCcTaauKa,
IIPY 3TOM MYTHBIE U TPO3paUyHbIe CJION YEPEAYIOTCS;

* KOPKOBYIO (KOPTHKAJIbHYI0) KaTapaKTy — PACIIOJIaraeTcs Mo Hapy>KHOMY Kparo
000JI0UKH XpYyCTaJINKa; UMeeT BUJ] 0eJIOBAThIX KIMHOBU/ITHBIX BKIIOUEHHH;

* 3a/IHIOI0 CYOKAIICYJIIPHYIO - pacroJjiaraeTcs 0T KaIlCyJIOH II03a/iu XPYyCTaJINKa;

* TIOJIHYIO (TOTaJIbHYIO) KaTapaKTy — BCET/a JIByCTOPOHHSASA, XapaKTepU3yeTcs
IIOMYTHEHHEM BCETO BEIECTBA U KAIICYJIbI XPyCTaJIUKA.



NMapeaaHAA NONAPHAA KATAPAKTA 3oHyNnapHan SOHYNAPHAaA B NPOXOAfLLEN CRATE

3panas KaTapaxra MopraHvasras KaTapaxTa Bropw4Has KaTapaxTta



Tunbl KaTapaKTbl B 3aBUCHUMOCTHU OT CTerneHn 3peJioCcTtu

HavyaJabHAd KaTapPaKTa;
He3pesiasg KaTapaKTa;
3pesiasg KaTapaKTa;
mmepespesad KaTapakTa.




Buabl npuobpeTeHHOM KaTapaKThbl

 BoapacrHaa (crapueckasi, CCHUWIbHas) KaTapakra. Bo3pacTtHas
KaTapakKTa BCTpeuaeTcs Jallle BCcero 1 siBJIsieTCs OAHUM U3 IIPU3HAKOB
ctapeHus opranuzMa. C BO3pacToOM YBEeJIUUYHUBAETCSA MJIOTHOCTh XPYCTAJINKA,
OH IIOCTeNeHHO MyTHeeT. Takasi KaTapakTa MOXKET HauaTbhCA Y2Ke B BO3pacTe
40-45 neT. B O0JILIINHCTBE C/IyuyaeB cTapuecKasi KaTapaKTa pa3BHUBaeTCs
MeJIJIEHHO, U Ha PaHHUX CTaAUAX HUKAK He HapylllaeT 3peHue. Briociencreuu
110 MEePe TPOTrPeCcCUPOBAHUS IIOMYTHEHUU B XPYCTAJIMKE KaTapakTa IPUBOUT
K CYIIIECTBEHHOMY CHHKEHUIO 3peHUS U YXY/IIIIeHUI0 KauecTBa »KU3HHU.

e OcioxxkHeHHada karapakrTa. Ocj0)KHeHHbIe KaTapaKThl pa3BUBAIOTCA IIPU
HAJINYWUU TJIa3HOU NATOJIOTHUH, HAIPUMeED, IIPU IIepeHECEHHOM paHee
BOCHAJIUTEIBHOM 3a00JIEBAHUU COCYAUCTOTO TPAKTA I1a3a — yBEUTE, IPU
6JIM30PYKOCTU BBICOKOH CTEIIEHU, IJTAyKOMe, MUTMEHTHOU JlereHepaluu
CeTYaTKHU.

- TpaBMaTHuecKasa karapakTa. TpaBMaTHUeCKUe KaTapaKThl PAa3BUBAETCS B
pe3yJIbTaTe TsAKEeJIOU KOHTY3UU I71a3a WK B UCXO/Ie IPOHUKAIOIEr0 PaHEHUsA
ry1a3Horo s16/10ka. OMHON U3 Pa3HOBUIHOCTHIO TPABMAaTHUECKOH KaTapaKThI
SIBJISIETCS JIydeBas KaTapaKrTa.



o JlydyeBble KaTapakThl. JI[ydeBad KaTapaKTa CBsI3aHHA C IOBPEXK/IEHUEM
XpYyCTaJIMKA JIyYUCTOU SHEPTUen, K KOTOPOU OTHOCAT WH(MPAKPACHBIE JIy4H,
PEHTTEHOBCKOE U3JIyYeHre. 3a4aCTyIO0 JiyueBas KaTapaKTa siBJIsieTCst
podeCcCUOHAIBHOM MTAaTOJIOTHEN, TO €CTh CBA3aHA CO crelu(uKoil paboThl
ImalueHTa — HapuMep, KaTapakTa CTEKJI0yBOB, paAUallUOHHbIE
KaTapaKThl.

» Toxkcuueckue karapakTbl. K 5Tol rpymme oTHOCUTCS OOJIBIIIOE YHCIIO
«JIEKAPCTBEHHBIX» KATAPAKT, KOTOPbIE MOTYT (POPMUPOBATHCS, KAK
pe3yJIbTaT HOOOYHOTO IENCTBYS JIEKAPCTBEHHBIX IPENapaTOB IPU UX
JunTesIbHOM npueMe. Hanbosiee yacTo BeTpevaronencs siBisieTcs, Tak
Ha3bIBaeMas, CTEpOUIHAA KaTapaKTa, pa3BUBAIOIIAsCA IIPHU JJIUTEILHOM
CUCTEMHOM IpUeMe KOPTUKOCTEPOUIOB. TaKkke TOKCHUeCKas KaTapakTa
MO>K€eT Pa3BUBAThCA IIPU IPUEMe AHTUMAJISIPUNHBIX,
IIPOTHUBO3IUJIENITUUECKUX TPeNapaToB, aMHUO/IapOHA U APYTUX
JIEKAPCTBEHHBIX CPEJICTB.

o O0OMeHHasA KaTapaKTa — KaTapaKThl, BRI3BaHHBIE OOIINMHU
3abosieBaHUAMHU opranusma. HanboJsiee yacTo Takas KaTapakTa
pa3BUBaETCA IPYU HAJIMYKMH Y ITallIeHTa caXapHoTo Auabera, Tak
HaszbIBaeMas inabeTudecKkasi KaTapakTa, THIIOTHPEe03a, 6osesHel o6MeHa
BEIIECTB.



~ [InabeTtnyeckas

4 ~




[locTyBea/IbHaA KaTapaKTa




TpaBMaTM4yecKasa KaTapakTa

Puc. 3. I'naa pebenka A. go (A) unocae (b) haxoacnupayuu mpasmamuneckou kamapaxmsi ¢ umnaaimaguet MOA «Acrysof» B kancyasphbil Meutok
no pa3pabomaHKoU MeMOguKe (3agHUe CUReXUU B 30He PAHEHUR He PA3beGUHAAUCK, UX HAAUUUE He BAUAEM Ha (hopMy 3pauka, a HAXOGAWAACK NOG
MPaBMUPOBAHKBIM YUACIMKOM PAGYKKU NepegHAA KANCyAQ npegox passAem EROCAegCMBUU OM pa3BUMUA 3aXBAMA 3pauxa)




MeToabl nccneaoBaHMA 60/1bHbIX C
3a60/1€BaHUAMM

XpyCTaJIMKa: LLI E

BM30OMETPUA

VIS=0,2

VIS=0,4

VIS=0,5

K
Il M B LW v
| M
K
b

VIS=0,6

H B K bl VIS=0,7

H W ™M bl B WU VIS=0,8

B - M 7 bl H VIS=0,9

K n B M L bl VIS=1,0
VIS=1,0
VIS=1,2



OcMOTp MEeToJ0M OOKOBOI0 OCBELLEHUA
M B NPOXOJALLEM CBETE

METOA HCCNEAOBAHHA HCCAEAOBAHHE NPH BOKOBOM
B NPOXOAALLIEM CBETE OCBELLIEHMH




bMOMMKpOCKONKUA

-

2/



NIbTPAa3BYKOBOE CKaHMPOBAHME

PATIET:
10/18/% - 12:
83.00 8 0.00 dB/C RS ST 1/13/37 - 25587

e 89.88 dB .82 dB/Cw
LOG FLT
TF1

26/18/38 - 18:830M

PATIENT:

89.888  8.B8dB/Cr
LOG FLT

Tl




JleyeHune

« B HauaJbHBIX CTAJUAX CTAPYECKON KaTapaKThl IPUMEHAETCA
KOHCEpPBATUBHAs TepaIus, BKIOUAIOIAsA NHCTUIJIAINY TJIa3HBIX KalleJlb
(azameHTalieH, MUPEHOKCHUH, KOMOMHHUPOBAHHbIE IIPEIAPATHI C
rurToxpomom C, TaypuH u Jip.). ITo/io0HbIe Mepbl HE TPUBOJIAT K
paccacblBaHUIO MOMYTHEHUM XPYCTAJIMKA, 4 TOJIBKO 3aMeJIJIAI0T
IIPOTPeCCUPOBAHNE KaTapAKTHhI.

MeaunHCKYE ITIOKa3aHUA K OIIEPATUBHOMY JIEUEHUIO BKJIIOYAIOT:
HaOyXaloIyIo KaTapakTy, IIepe3peIyio KaTapakKTy, IIOABLIBUX UJIN BBIBUX
XPYyCTaJINKa, BHISIBJIEHHE BTOPUYHOM IJIayKOMBI, COITyTCTBYIOIIYIO
IIaTOJIOTHIO TJIA3HOTO AHA, TPeOYIOIYIO JeueHus (muadeTrnuecKas
PETUHONATHA, OTCJIOMKA CETYATKH U AP.). JlonmoIHuTEe IbHbIE IIOKA3aHUA K
XAPYPTHUECKOMY JIEUEHHIO KaTaPAKThI OIIPEEISIIOTCS
IIPO(eCCHOHATBPHBIMHU B OBITOBBIMH IIOTPEOHOCTSAME B IOBHIIIIEHUH
KadyecTBa 3PEHHUSI.



JTanbl PakodMy/IbCUPUKaALMM

























MHTpaoKyapHaa /IMH3a




