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BBenenue

MHOro4mcIeHHbIE UCCIIEI0BAHUS MTOCIEIHNUX JIET YKAa3bIBAIOT HA TO, YTO
KJIFOUEBBIM MEXAHU3MOM Pa3BUTHS LIEHTPAJIBbHON CEPO3HON XOPUOPETUHONATUI
(LICXP) siByisieTcst MOBPEkKIECHUE PETUHAIIBHOTO MUTMeHTHOTO Anutenus (PI19).
BwmecTe ¢ TeM nosiBUBIIMECS B OCIEAHUE TOABI COOOIIEHUS! CBUETEIBCTBYIOT,
YTO HE MEHEE BAXKHOE 3BEHO MAaTOre€HEe3a — HAPYIICHUSI XOPUOUIAIIbHOTO
KpOBOTOKA. BHEIpeHNE B KIMHUYECKYIO IPAKTUKY ONITHYECKOM KOTEPEHTHON
tomorpaduu B pexxume anruorpaduu (OKTA) mo3Boimmio BU3yann3npoBaTh
COCYZbl CETYATKU U XOPUOUJIEH C YYETOM UX CETMEHTALIMH, YTO OTKPHIBAET
NEPCHEKTUBBI B U3YYEHUU XOPUOPETUHAIBLHOr0 KpoBoToka rpu LICXP.

Onpenesienue

[enTpanbhas ceposnas xopuopetunomnatus (L{CX) - cepo3nas otcioiika
HEHPOANUTENHUS CETUATKU C OTCIOMKON MUTMEHTHOTO SIUTENNS WK 0e3 Hee B
pe3ysbTare MOBBIIIEHHOW MPOHUIIAEMOCTH MeMOpaHbl bpyxa u npocaurBaHus
XKUIKOCTU M3 XOPUOKAIWIUIAPOB 4Yepe3 MUIMeHTHbIN snuTenuid ceryatku (I19C)
B MAKYJISIDHOU 30HE.

OTcIiolKe HEMPOIMUTENNS MOXKET MPEIIECTBOBATh CEPO3HAs OTCIONKA
MMUTMEHTHOTO 3MUTEIINS CETYATKHU.

Kox mo MKB-10

H35.7 Pacmienenne crnoeB cetyatku (LleHTpansHas cepo3nas
XOPUOPETUHOTIATHS)

ITHOJIOTUSA
OMormoHanbHBIN cTpecc, Tepanus [ KC, 6epeMeHHOCTb.

Yaiie mpu4rHa OCTAETCsl HEU3BECTHOM.

IMUIEMHUOJIOTHA

[ICX Bctpeuaercs B 6-10 pa3 wgarie y My>KYdH, 9YeM Y )KCHIIUH. Y
nanureHToB B 50 JIeT U cTapiie, Kak IpaBUiio, HAXOJAT JIBYCTOPOHHEE MOPAKEHUE
Y TIPY 3TOM YMEHBIIIAETCSI KOJMYECTBO 3200JIEBIINX MY>KUUH MO OTHOILICHUIO K
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XKeHIrHaM Kak 2,6 : 1. Knuauuecku nHabmonaercs 6onbiie Audpy3HbIx
n3meHenui 119C.

[[CX yame BcTpevaeTcsl y UCIaHLIEB U BBIXOJLEB U3 A3HH, PEXe
BCTpEUaeTcs cpeau appoamMepuKaHLEB.

Bo3zpacr

CX yamie Bcero BcTpeuaercs B Bozpacte 20-55 1eT, HO MaliueHThI
MOTYT 3a00JieBaTh U B Oosiee crapiiem Bo3pacte. Spaide u npyrue Habmogan 130
naruerToB ¢ [ICX u Hamren, 9To BO3pacTHOM Jrana3oH 3a00JICBaHMS COCTABIISICT
22,2 — 82,9 ner, co cpenHuM Bo3zpactoM 49,8 mer .

Hemorpaduueckue usmenenus mnpossiennii L{CX 3akmodarorcs B
YBEJIIMYEHUH BO3pacTa B KOTOPOM BIIEpBbIE€ BO3HUKAET 3a0osieBanue. Kiaccuyecku
nanuentaMu ¢ HHCX sSBasg0oTCS My»XYHMHBI C OYaroBbIM, U30JIMPOBAHHBIM
npocaunBanueM (aroopecuenHa uepes3 [I19C B onHom rnazy. ¥ namuentoB 50 ser
U CTaplle, KaKk MpaBWIo, HAXOAAT JIBYCTOPOHHEE ITOPAKEHUE, a TaK Ke
YMEHBUIAETCS MPOLEHT 3a00JIEBIIMX MY>KUMH 11O OTHOIICHHIO K dKEHIIMHAM KaK
2,6:1. Knuanuecku Habmomaetcst 6oibiie nuddy3usix usmenenuit [13C. Kpome
TOTO, 3TH MALUEHTHI C OOJbIIEH T0JIe BEPOATHOCTH UMEIOT CUCTEMHYIO
TMIEPTEH3UIO WM UCIOJIb30BaHNE KOPTUKOCTEPOMIOB B aHAMHE3E.

IlaTorenes

Huddysnasie naronorndeckue namMenenus 119 ceTyatku u xopuounieu
(HapyuieHue pe3opOLUU KUJIKOCTH, HAPYIIIEHHE HOPMAJIbHOTO TPAHCTIOPTa HOHOB
yepes [I9C u ouaroByo XOpuoOUIAIbHYIO BaCKYJIOMATHIO)

Anruorpagusa ICG neMoHCTpUpOBaia HAIMYKUE MHOTO(OKYCHOM
MOBBIIIEHHON XOPUOUIATIbHON MPOHUIIAEMOCTH U TUIO(II00PECIICHIIUIO O
TJIOIIA/IM, HABOSIIIIME HA Pa3MbIIIJIEHUS 00 04aroBOi XOpHOUIaIbHON
cocyauctoit nuchynkunn. Hekotopsie ncciaeaoBaTeny MoyiaratoT, YTO HayaabHas
XOPHOUJANBHBIN cocyaucTast AMC(HyHKUNS BIIOCIEICTBUN PUBOJUT K BTOPUYHON
nuchynkmn npuiexarero [193C.

Knaccnduxanus

3a0oneBaHue noipa3iesieTCsl TOJIbKO M0 TUNaM TedueHus. Boinenstor 3
tuna tedeHus: L{CX: octpoe, mogocTpoe u XpOHUYECKOE.
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[Tpu ocTpoM TeueHUU CTIOHTaHHAsE AOCOPOIUs CyOpeTHHATBLHOM

KHUJIKOCTH TPOUCXOIUT B T€UEeHHUE 1-6 MecsIeB ¢ BOCCTAaHOBJICHHEM HOPMAaJIbHON
wIn OIM3KO# K HopMe OocTpoThl 3peHust. [Ipu dayopecrnentHol anrnorpaduun
ompenensercs knaccuueckas kapruna LICX, koTopast mposiBisieTcs 0OJHON M
HECKOJbKHMH TOYKaMH npocaunBanus yepes [19C.

[logocTpoe TeueHHE Y HCKOTOPBIX IMAIUCHTOB HCX Mpoa0JIZKACTCA Ooee

6 MecCsI1IeB, HO CIIOHTAHHO pa3peliaeTcs B TeueHue 12 mecsiies.

3aboseBanue, mpoTekaroriee 6ojee 12 MecsIeB OTHOCUTCS K
XPOHUYECKOMY THUIY TCUEHHUS.

B Hacrosmee Bpems uzBectHo, 4To L{CX MOKET BBI3BIBATH HE TOJIBKO
TOUEUHbIE IpocaurBanus xkuakoctu uepes [19C, Ho u quddysHbie, 4TO
XapaKTEepU3yeTCA OTCIOUKON HEUPOINMUTENUS CETYATKH, JIEKAIEH HAll
mwiowaasamu atpoduu [IDC. [Ipu BeimosHeHnn (GiryopecueHTHON anruorpaduu
O0OHapy>KMUBAIOTCs OOLIMPHBIE MJIOIMAIM TUIIEP(IIOOPECIEHIINU, KOTOPBIE
coJiep>KaT OJHY WM MHOTO TOYEK MMPOCAYUBAaHUS, YTO, KAK MPABUJIO, U BBI3BIBAET
XPOHHUYECKOE TeUeHUE 3a00IeBaHMsL.

CuMInTromMsol

-Pe3ko Bo3HUKIIEe 3aTymMmaHuBaHue 3peHus (cHkenue 3penus 1o 0.8-0.5;
yIIy4IlI€HHE NPU TUIEPMETPONNUECKON KoppeKkuuu(aaxe 1o 1 anrp))

-lTosiBNEeHME MOIYIPO3pPAaYHOTO ISITHA
-Muxporicun, MaKpoIiCuu, METaMopPOTICHH
-Hapymenne nBeToBOCIpUsITUS

-Yame Bcero OqHOCTOPOHHUM XapaKTep

ConyrcrByromue: JKenroBatble nsaTHA (MpU CyOpeTUHATBHBIX (PUOPUHOBBIX
NPEUIUTATOB MO OTCIOCHHOW CEeTYaTKOM)

JAnarnocruka

[TockonBKY HEPEAKO OTCIIOMKA SIBJISIETCS BECbMA HEBBICOKOM U
OTPaHUYECHHOM, YTO CIIOKHO OOHAPYKUTH IPU OOBIYHO OCMOTPE, TO HEOOX0IMMa
OMOMUKPOCKOITHS TJIA3HOTO JHA C JIMH3aMH BBICOKOH quonTpuitHocTu 60, 78 J]
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WA KOHTAKTHOU JimH30M [ osbaMana. UTo mo3BosisieT 00Jiee TOYHO OLIEHUTh
BBICOTY U PacHpOCTPAHEHHOCTb OTCIOMKU HEUPOITUTEIUSL.

buomukpoodranbmockonus

Ocrtpas 1ICP- B neHTpanbHOi 30HE- OTCIOMKAa HEUPOAIUTENUS B BUJIE

OKpYTJION (DOPMBI MPOMUHHUPYIOIIETO 0Yara, UMEIOIIEro TUCKOBUIHYIO hopMy H
HEUYETKHUE TPAHULBI.

[Tpu xponunueckoit LICP: oTcioiika 3Ha4UTENBHO MEHBIIIE IO BBICOTE;

y4dacTku aectpykuuu [19 u nepepacnpeneneHue nurMeHTa.

Puc. 1. L

OKT

Octpas LICP -Orcnoiika HelipoanuTenus (4eM paHblilie OT Havana

3a00J1€BaHus, TEM OOJIBIIIE BBICOTA), B HEKOTOPBIX CIy4asix OTCIOMKa
MUTMEHTHOTO MUTENHs (KOHTYP MO/ OTCIOEHHON HEHPOCEHCOPHON YaCThIO
CETYAaTKU POBHBIN).

[Ipu XpOHUYECKOM TE€YEHHUE OTMEYAETCS JJIMTEILHOE HEMPUJIEraHue
OTCJIOMKH HEUPOCEHCOPHOU yacTu ceTyaTku. ConmpoBoXKaaeTCA
nporpeccupytonumMu arpopudeckumu usmMeHeHussMu B [19C (cTolikoe CHUKEHUe

3peHUsl, HApyIIeHHUE IIeHTpaabHOTO 3penHus). Cnoit [1D HepoBHBIN (aTpodus u
nepepacnpe/eieHie TpaHyJl MUTMEHTA)
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LleHTpanbHas cepo3Hasi XopuopeTUHoONaTus.
OTcnoiika NMrMeHTHOro aNUTENNUS pacnosoXeHa napadoBeONAPHO.
Yepea 3 Hepgenu nocne seegeHust IBBUA

ORT-raprona xpounucckou HHCP




OKT-raprona xpounucecrwon HLCP

Adedert caon 1S/0S

Aedopyiarst ITC (1oura npocaunsanms?)
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IRCCN LATHBHASE OTC.I0HKA HCHPOIIITC. TSI

duaropecuueHTHasA aHruorpapust (PA)

Knaccuueckoro LICX moxa3pIBaeT oAHy WK 00Jiee TOUEK MPOCAYNBAHUS
dmoopecuenna uepes [19C.

ITpu octpoii LICP:

[To Tumny «cBeTsiecs dapel»: B paHHel (aze- 30Ha SpKoul (Ir0OpECSHIINH,
YBEJIIMYUBACTCS B pa3Mepe K MO3AHUM (pazam, COXpaHSIET OKPYTIIbIe OUepTaHuUs
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[To Tuny «abpIMKay/ «ABIMOBOM TPyObD»: B TOUKE MPOCAYMBAHUS K IMO3IHUM

(dhazaM KpacuTeNb NOCTYIMAETCS MO/ OTCIOCHHBIN HEHPOIMUTEIHNI
(pactpocTpaHseTcs: B CyOpeTHHAILHOM MPOCTPAHCTBE U cO3AaeT 3PheKT
MOJHUMAIOIIETOCS JIbIMA).
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((qepHIfI]IbHaﬂ KIIAKCa» ((llbIM n3 pr6bl)>

[Tpu xponunueckoit [ICP: HeCkoIbKO HEOONIBIIUX YYACTKOB MPOHUIIAEMOCTH
[12 Ha poHe BhIpaXKEHHOU JECTPYKIIHH.
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LEHTPAJIbHASA
CEPO3HA4A
XOPUOPETUHOIIATUA

MEDRCH

JlabopaTopHbIe UCC/IeI0BAHMS

JIaGopatopHble JaHHBIE IPU LIEHTPATBLHOU CEPO3HON XOPHOPETUHONATHH
HeMH(pOPMATUBHBI, XOTS OCTIEAHNUE MyOIMKAIMN CBUIETEIbCTBYIOT 00
YBEJIMYEHUH YPOBHS MHTMOUTOpPA aKTUBAaTOpa MpoPuOprHOIM3UHA-1 B CBIBOPOTKE
nanueHToB ¢ [ICX.

AuddepenunaibHass IMATrHOCTUKA

-OkccynaruBHas popma BM/I.
-Heskccynarusnas ¢popma BM/I.

-Makynspubiii orék Upsuna-I'acca (Irvine-Gass).
-MaxkynspHoe oTBepCTHE.

-CyOpeTuHanbpHasi HeOBacKyJIsipHas MeMOpaHa.
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-XopuounnaneHas HeoBackynspusanus..
-JKCCyIaTUBHAS OTCIONKA CETYATKHU.
-PermaTorennast oTciomMka CeTUaTKH.

-bonesns Vogt-Koyanagi-Harada.

Jleuenue
-Habmonenne (y OOBIIMHCTBA CAMOCTOSTEIHFHOE MMPUJICTAHUE CETYATKHU)
-Jlnyperuku (yckopeHue pe3opoiuu cyopeTUHAIBHOM KUIKOCTH)
-MecTHble MHTUOUTOPBI KapOOaHT U IPa3bI

- UutpaButpeanbHoe BBeaeHHE bevacizumab (ABacTuH) NpUMEHSIETCS s
JedeHus Takoro penkoro ocioxkuenus [CX kak xopuougaibHas
HEOBACKYIISIPHU3AITUS

-Jlazepkoarynauus ceT4aTku: JOJKHO IPUHUMATHCS B CIEIYIOIIUX CIIydasx:
(1) Hanuuue cepo3HOU OTCIOWKH CeTYaTKU B TeueHue 4 mecsies u oonee; (2)
peunauB LICX B ri1a3zy ¢ UMEIOIMMCS CHUKEHUEM OCTPOTHI 3pEHHSI TOCIIE
npeabiaymen LCX; (3) Hannuue CHUOKEHUsT 3pUTENbHBIX QYHKUUNA B
npoTUBONOIOKHOM a3y nocie [ICX B anamuese; (4) npodeccuoHanbHas Win
Jpyrasi HOTpeOHOCTh JIJIsl AIMeHTa, TpeOyroIias ObICTPOro BOCCTAHOBIICHUS
3peHusl.

Pexxum

[TarimenTam pekoMeHAyeTCsl u30eraTh CTPECCOBBIX CUTYALUM U MpUeMa
CTEPOUJIOB.

AMOynaTopHoe Ha0/II01eHIe

BonapmMHCTBY MalyeHToB HEOOX0UMMO HAOJI0/IEHNE B T€UEHUE 2
Mecs1IeB, YTOOBI OLICHUTh IMHAMUKY Ipoliecca, Kak MpaBujio, CyOpeTuHagbHas
KUJKOCTh B TEYEHUE ITOTO MEPUOAA PACCACHIBAECTCS CIIOHTAHHO.

Ocy10KHEeHu S
-XopuouianbHasi HEOBACKYJIApU3ALUS

-Octpas Oynné€3Hasi OTCIOMKA CETYATKU
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-Jlexomnencanus [19C npu permnusupyromeit LICX npuBoaut k arpoduu
I15C u nocnenyromeit ero arpoguu. Jlekomnencanys MMrMEHTHOTO SIUTEIHS -
npossienne LICX, HoO MOXET Takke paccMaTpUBATHCS KAK OCIOKHEHUE
anuteabHoro tedenus LICX

IIporuo3s

Cepo3Hble OTCIONKU CETYATKU OOBIYHO PACCACBhIBAIOTCS CIOHTAHHO Y
OOJBIIMHCTBA MAIMEHTOB, C MoBbIIeHHeM 3peHus (y 80-90 %) no 0,8 u BbllIeE.
Jlaxke ¢ BOCCTaHOBJIEHUEM OCTPOTHI 3pEHUSI, MHOTHE U3 TAIMEHTOB MPOOJIKAIOT
OILYIIATh TUCXPOMATOIICUIO, HAPYIIEHNE KOHTPACTHOU YyBCTBUTEIHHOCTH,
MeTtaMmopdoricur uiu HukTajgonuio 32,33,34.

[Manmentsl ¢ knaccuueckoit 1ICX (xapakTepusyromuecs: e TMHUYHBIMU
Toukamu npocadnBanusi) B 40-50 % cirydaeB UMEIOT PUCK TOBTOPECHHUS
3a00JIeBaHUS B TOM K€ CaMOM TJ1a3y35,36.

Ecnu nake neHTpaJibHOE 3p€HME BOCCTAHABIMBACTCS, MHOTHE U3 3THX
NAlMEHTOB MPOJOJIKAIOT OTMEYaTh IUCXPOMATOIICHIO, TOTEPS] KOHTPACTHON
YYBCTBUTEIBHOCTH, METAMOP(OIICUH, UJIA HUKTAIONHUIO3S.

Puck pasButus xopuonnanbHOU HeoBacKyispuzanuu nocine LCX
COCTaBJIsIET MeHee <5 %, HO UMEET TEHICHIIUIO K POCTY IO MEPE YBEINUYECHUS
BO3pacTa nauueHTtos37,38.

B 5-10 % ciyuaeB 3peHue nocie nepeHeceHHoro 3a00JeBaHus OCTaeTCs
Hiwke 0,8. DTH MALMEHTHI YACTO UMEIOT PEIUNBUPYIOIINE U XPOHUYECKHUE
CEpO3HbIE OTCIIONKH CETYATKH, IPUBOSAIINE K MPOrpPecCUpyIomieil arpopuu
IMUTMEHTHOTO 3MUTEIINS CETYATKU U MOCTOSIHHOMY CHUKEHMIO 3PEHUSI 10 COTHIX.
B ucxope 3aboneBaHus KIMHUYECKas KapTUHA MPeACTaBIsIeT TUPYy3HYIO
aTpo(dUI0 MUTMEHTHOTO CJI0SI B IICHTPAJIbHOM 30HE CETUATKH.

OO0y4eHne MalUEHTOB

ITo BO3MOXXHOCTH MAIMEHTHI JOJKHBI U30€TaTh CTPECCOBBIX CUTYAIIUM.
PexomenmyeTcst UCIONIb30BaTh PA3IMYHbIE YIIPAXKHEHUS HA pacciabieHue,
Hanpumep, Hory.

Hekortopsie u3 nocieaaux paboT CBA3BIBAIOT CUCTEMHYIO THIIEPTEH3HIO C
[CX, HO T0Ka3aTEIbLCTB O TOM, YTO TIIATEIbHBIM KOHTPOJIb CUCTEMHOM
TUNEPTEH3UN YMEHBIIUT pacnpocTpan€HHOCTh [ICX Ha ceroaHs HeT.
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