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KOP/IAPOHOBASfl KEPATONATINA U BOJIE3HD ®ABPI.
NANOOEPEHLUWANIBHAS AAUATHOCTWKA, JIEYEHNE
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<> KopnapoHoBasi kepaTonatusi — JieKapCTBEHHO MHAYILMPOBaHHbIE U3MEHEHHUS POTOBUIIbI, Pa3BUBAIO-
1Mecsi co BpeMeHeM y 00JbLIMHCTBA 00JIbHbIX Ha )OHE CUCTEMHOI Tepanuu KOpAapoHOM (aMHOAaAPOHOM).
CocTosiHMEe He YyrpOXKaeT CYlIeCTBEHHbIM CHUXKEHUEM 3PUTENbHBIX (DYHKUMI U HEe TPeGyeT OTMEHbI Mpe-
napata. Cxoxue 1o BUy BHYTPUINUTENUAJbHbIE BKJIIOUEHUS] POTOBULIbI BCTPEUAIOTCsl NPU NMpUéMe psaja
Jpyrux npenaparoB, a Takxe npu 6ose3nun ®adpu, o uem cjaeayer NOMHUThb, NpoBoas JuddepeHab-

HYI0 JUATHOCTHKY.

<> Karouesvie caosa: kopaapoHoBasi Keparomnatusi; 6oJe3nb Pabpu; BUXpeBHHAsT KepaTonaTus,

cornea verticillata; kondokasbHuasi Tomorpadgus.

CORDARONE KERATOPATHYAND FABRY DISEASE.

DIFFERENTIAL DIAGNOSIS, TREATMENT

© N.V. Tkachenko, S. Yu. Astakhov, S.S. Papanyan

Pavlov First State Medical University of Saint Petersburg

<> Cordarone keratopathy corresponds to medically induced corneal changes developing with time in
a majority of patients against the background of systemic cordarone (amiodarone) therapy. This con-
dition does threaten by substantial visual function decrease and does not demand medication with-
drawal. Similar intraepithelial corneal inclusions may be found in treatment by several other medica-
tions, as well as in Fabry disease. This is to be reminded when considering differential diagnosis.

<> Key words: cordarone keratopathy; Fabry disease; vortex keratopathy; cornea verticillata; confocal

tomography.

KopnaponoBoii (amuonapoHoBoi) KepatonaTuen
Ha3bIBAIOT M3MEHEHHsI POrOBHUILbI, Pa3BUBAIOLIHECS
Co BpeMeHeM Ha (poHe CHCTEMHOH Tepanuu Kopaapo-
Hom [1, 8]. BnepBbie ouenb noxozxkee coctosinue 6blJ10
onucano Pueditiepom B 1910 roay [13]. AmMuonapon
(KopmrapoH) OblJl CHHTE3UpPOBAH I03/lHee, B HauyaJe
60-x rogos XX Beka. /lannoe 3aboJ/ieBaHue He Be-
JIET K CePbE3HBIM MOCJEACTBUIM B OTHOIIEHHH 3PH-
TeJIbHBIX (DYHKIHH, HO MOKET BbI3bIBATh »KaJ00bI Ha
cBeT060s3Hb, 3aTyManuBanue spenus (B 10 % cay-
yaeB), pajlyKHble KPYTH BOKPYT HCTOUHHKOB CBETa U
ollyllleHhe MHOPOAHOTO TeJsa B TedeHue aHs. Cun-
TaeTcs, 4To yepe3 6 MecsileB JeyeHHsl KOpAapoHOM
B 103upoBKe GoJiee 200 Mr B JleHb U3MEHEHHsI POTo-
BULLLI MO>KHO BeTpeTuTh y 70—100 % nauuentos. A

yeM BhIlIE €ro CyTo4YHast 103a, TeM OOJIble HX BbIpa-
YKEHHOCTb U TeM paHbliie ux nosisjenue [1, 10].
Kopnapon (amuonapoH) OTHOCHTCS K Tpyrine aH-
THapuTMuueckux npenapatos (11l knace, uHru6GUTOP
perosisipudaiiuu). HecmoTpsi Ha maBHIOIO M3BeCT-
HOCTb W CPaBHUTEJbHO 60JIbLIOE YMCI0 MOOOYHBIX
3(heKTOB, OH, MO-NpPEKHEMY, HCMOJb3YeTCs MPH
psijie KapAHONaToJOrHUYeCKUX COCTOSHUM, TTOCKOJIb-
Ky MO Cell JieHb He MMeeT MOJIHOLLEHHBIX aHaJOoroB.
[Ipenapar umeeT yHUKaIbHbBIH MEXaHU3M aHTHAPHT-
MHUYECKOTO IEUCTBUS: HAPsILY ¢ OJIOKAI0H KaJlueBbIX
KaHaJioB, o6JanaeT 3pdeKTaMu aHTHAPUTMUKOB [
Kjacca (6JioKaja HAaTPUEBbIX KaHAJOB), aHTHAPUT-
mukoB [V kjacca (6s10Kaia KajbliMeBbIX KaHAJOB) U
HEKOHKYPEHTHbIM GeTa-aJpeHo0JOKUPYIOLLIUM BJIU-
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Puc. 1. Cxemaruueckoe u3obpakeHue J0KaJau3al MU POro-

BUYHbIX u3meHenui npu KKII

ssuueM. Kpome Toro, KopiapoH okasblBaeT aHTHaH-
rHHaJbHOE 3[eHCTBHE, pacLIUpsis KOPOHAPHbIE CO-
cyabl. [To cBoelt cTpyKType oH ogo6eH THPEOUIHbIM
ropmonaM. Coaep:kaHue Homa cocTaBJisieT OKOJIO
37 % ero MOJIEKYJISIPHON MACChl, 3TO U 0OYCJIaBJIH-
BaeT MUTMEHTHPOBAHHBIH XapakTep WHIYLLMPOBaH-
HBIX UM OTJIOKEHHH.

Hepenko npenapat HaszHauatoT noxusHeHHo. Co
BpPEeMEHEeM OH CKJIOHEH HaKaMJUBaTbCs BHY TPUKJIETOU-
HO B COCTaBE JIM30COM B PA3JIMUHBIX TKAHSIX M OpraHax,
BKJIfoUasi ryagHoe sibJoko, 4To U oOycJiaB/auBaeT Mno-
SIBJIEHHE HEBPOJIOTHUECKHUX, KEJYI0UHO-KHIICUHbIX,
KOXKHbBIX, CEPIEUHO-COCYAUCTbIX PACCTPOHCTB.

Co cTopoHbl opraHa 3peHusi NpeuMylleCTBEHHO
CTpajaeT poroBulla, HO TaKKe ONMUCAHbl H3MEHEHHUS
XpycTaauka (CyO3muTesnasbHble MOMYTHEHHS TOT,
nepeaHed KarncyJsol y MoJioBUHbI OOJIbHBIX), MaKy-
JISPHOM 30HbI (XOpPHOUIabHAS HEOBACKYJISIPU3ALLHSA)
U JlayKe JIMCKa 3pUTeJIbHOro HepBa (OTEK, ManuJJIuT,
He#ipoonTukonatus) [33]. B nocsnennem caydae 310
MOXKeT yrpoxkaTb 0€3BO3BPAaTHOH yTpaToOl 3pUTE/Ib-
HbiX yHkuui. K cyactbio, nmomoGHbIE COCTOSIHUS

Puc. 2. KopnaponoBas kepatonarus, Il craaus

pelKkH, BeTpedaiotes ¢ yactotoil 1,3—1,8 % u kop-
peJIMPYIOT ¢ BBICOKOH I03UPOBKOM npenapara (6oJiee
1000 mr/cyT). Tlpu oT™MeHe KopaapoHa BHYTPH3IH-
TeJIMa/IbHble BKJIOUEHHST POTOBUILBI HCUE3AIOT B Te-
yeHue 3—20 MecsilieB, HO COCTOSIHHE 3PUTEJBLHOTO
HepBa He BCerjia BO3BPALLAeTCsl K HOPME.

[Ipu kopnaponoBoit kepatonatun (KKII) wmo-
IyT [OpaKaTbCsl BCE CJOHW POTOBHILbI, BIJIOTb J10
9HJIOTEJIUSA, XOTSl B MepBYyl0 ouepelb, 6e3yCJOBHO,
crpanaet snutesaui [11]. B xone 6uomukpockonuu
y TaKMX OOJIbHBIX MOXKHO 3aMETHUTb THITHYHbIE BHY-
TPUSMUTEINAIbHBIE MeJKOIUCTEPCHbIE JIETO3UTHI
JKEJNTO-KOPUUYHEBOTO 1IBETA C CEPOBATHIM OTTEHKOM,
(hopmMUpyIOLLMe B HUAKHHUX OT/IEJ1aX POrOBHLbI CBOEO-
O6pa3Hblil pUCYHOK. B camom HauaJjie 3To MOryT ObITh
OJIMHOYHBIE TTOYTH TOPU30HTAJbHbIE JIMHHUH, MPOXO-
JSILHE MEXK/TY CPEIHEH U HUXKHEH TPETbIO POTOBUILBI
(rme BepXHMH Kpa# HHUXKHEro BeKa KOHTAKTHPYeT C
Heil), He nocturas aumba. B nanbueiiiem, npu npo-
rpeCcCUPOBAHUN U3MEHEHUH, KOJIMYECTBO JIMHUH yBe-
JIMUNBAETCs], OHU IPHOOPETAIOT 3€PHUCTYIO CTPYKTY-
Py, Pa3BeTBJSIOTCS BeepooOpPa3HO OT LEHTPabHON
TOYKH B NPOEKLUH OTKPBITOH [JIa3HOM 11IeJIH U MOT'YT
JOXoUTh 10 iumba (puc. 1). [Topaxkenue, kak npa-
BUJIO, OUJIaTepaJibHble, HO CTENEHb €r0 BbIPAXKEHHO-
CTH MOXKET pazJsinuathest. B 3apybekHol nutepartype
BCTPEUAIOTCS CJIe/lyIOlHEe TEPMHUHbI, XapaKTePU3YIO-
e 3ToT nartepH: vortex keratopathy (Buxpesuanas
kepatonatusi) u cornea verticillata. M1 neiictButeinb-
HO, OTJIO?KEHHS 110 BU/LY MOT'YT HATIOMMHATb BUXPEBOMH
MOTOK, 3aBUTOK MOPCKOH PaKOBHMHBI, KOLIAYbH YCBI,
BEPXYIIKY WJIM JIMCT NaJbMbl U T. 1. (pHC. 2, 3).

Cunraercs, 4To MoOsIBJIEHHE BHYTPUSMUTEIHAb-
Hbix aeno3utos npu KKIT BosHnkaeT BTOpUUHO: U3
CJIE3HBIX 2KeJ1e3, aKKYMYJIHPYIOLIHX TPOLYKThI MeTa-
6oJ1M13Ma aMHOJIApPOHA, OHU MOMNAAAIOT B CJIe3Y U Mpe-
POTOBHYHYIO MJEHKY, a OTTYyJa y2Ke abcopOUpyIoTCs
pPOTOBHUHBIM 3MUTEJHUEM, TJle U 3a1epKUBAIOTCS B
COCTaBe JIUMUA0COEPKALLUX TPAHYJ JIM30COM.
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Puc. 3. KopnapoHoBas kepatonaTus

Anajiorninble U3MEHEHHS! POTOBHILbI OMHUCAHBI He
TOJIBKO BCJIE/ICTBHE TTPUEMA KOPAAPOHA, HO TaKKe MpH
JJIATEIbHOM JIeUeHHH HEKOTOPBIMHU JIPYTHMHU Mpernapa-
TaMH, B YaCTHOCTH XJIOPOXHHOM (Jle1aThJ1), HAalPOKCe-
HOM, HOYTPO(eHOM, MHAOMETAllMHOM, TAMOKCH(EHOM,
(heHOTHA3MHOM, CypaMUHOM U Jip. 2, 4, 31, 32, 36, 42].
O06 3TOM cJie1yeT MOMHHUTB, coOUpasi aHamHes. FHTeH-
CHBHOCTbD MAaTOJIOrMYe€CKHX H3MEHEHHH POTOBULLBI MTPH
TaKHUX COCTOSTHUSIX MMeeT J10303aBUCUMBIH 3 (HEKT U
MOXKET OTpaxKaTb MOTEHLHAJbHbIH PUCK B OTHOLLICHHH
Pa3BUTHS TIOPAKEHHST CETYATKH.

[Ipu 371€KTPOHHONH MHKPOCKOMUM BHYTPUKJIETOU-
Hble JIMMHI0COepsKAalllie JIeN03UThl 0OHAPYKEHbI B
6a3aJIbHOM CJ10€ POrOBUYHOIO SITUTEJIHS1, KOHBIOHKTH-
Be (SMUTEJIMH U CTEHKe COCy/oB) M xpycTanuke. [Ipu
5TOM OGHOMHKPOCKOMHUECKHX M3MEHEHUH KOHBIOHKTH-
Bbl HE OMpeeJIsieTCs], a Ha TUCTOJOTMYeCKOM YPOBHE
MX BCEr/1a MOXKHO BbISIBUTb, OPOH 1ake paHbllle, YeM
CTaHyT 3aMeTHbI MepBble MPU3HAKK KepaTonaThu. B
psijie C/IydyaeB 3TO CJAYKHT TOBOJIOM JI/1s1 POBEEHH S
JIMAarHOCTHYECKOH OUOTNICHH KOHBIOHKTHBDI.

[TatoreHes pas3BUTHSI JIeKAPCTBEHHO HWHJYILHPO-
BaHHBIX BHYTPUKJIETOUHBIX OTJIOKEHHUH B SMUTEJHO-
IIUTax JI0 KOHIIA He siceH. [losiaraior, 4To moJsiozKuTe b-
HO 3apsi?KeHHbIe MeTa00JIUThI IEKAPCTBEHHBIX CPEJICTB
cBOGOJIHO TIPOXOAAT 4epe3 MeMOpaHy JIH30COM, HO
3aTeM MpeTepneBaloT psiji H3MEHEHUH, CBSI3bIBASICh C
6esIKaMHu 1 MOJITPHLIMH JIMITUJIAMH, YTO B JlaJIbHEHIIEM
He M03BOJISIET UM BBIUTH 32 NPeJIeJibl JIH30COMaJbHOM
CTEHKH W MOJIBEPTHYThCS JIerpaalui.

B 3aBUCHMMOCTH OT CTerneHW BbIPAayKEHHOCTH Ma-
ToJioruyeckux uamenenuit H. A. Miller B 1969 rony
npennoxua pasaensate KKIT na tpu cranum [21]:

1. craausi — HavaJibHAsi: B HUXKHEH MOJIOBHHE PO-
FOBHIbI BHJIHBI €IHHHYHbIE Hepe3Khe BHYTpPHI-
nUTeJHabHble JUHNH;

2. cTajus XapakTepu3yeTcsl yBeJIHUeHHEM 4YucJa
JUHUH ¢ (QopMHpOBAaHHEM THUMHMYHOTO PHCYHKA
(Mo THMY «KOIIAYbUX YCOB», «BUXPS» W TP.), HO
00J1aCTh POTOBHILLI B MPOEKIIUH 3padka OHU He
3aTparuBalorT,

3. cTajiusl: MHOTrOYMCJIEHHbIE BHYTPUIMHUTEJHAJb-
Hble W HHTPACTPOMaJibHble OTJIOKEHUST 3aTparu-
BalOT 06J1aCThb B MPOEKIMHU 3paduKa.

B TskénbIx cayuasix, npu BbICOKHX JI03aX aMHojia-
pona (60s1ee 1000 Mr/cyT), OTJI0KEHUS MeCTAMH MOTYT
npuoOpeTathb 11U Py3HbIN XapaKTep, BbI3bIBas y4aCTKH
MOMYTHEHHSI mepe/iHell cTpoMbl. HekoTopbie aBTOpbI
OTHOCST 3T U3MeHeHUs K ueTBepToh ctaauu KKIT.

ANOOEPEHLUUANBHAS JUATHOCTUKA

B TunuuHo#l cuTyaluu He cocTaBJsieT Tpyaa, 1o-
CKOJIbKY B X0Jle c60pa aHaMHe3a MOXKHO JIETKO ycTa-
HOBUTb (pakT Mpuéma OJIHOTO M3 BblllIeNepeyrcyeH-
HBIX MpenapaTtoB. Mexay TeM, paHHUE MPOSIBJIEHHS
KKIT caenyer oTinyaTh OT OJMHOUHBIX JIMHEHHBIX
OTJIOXKEHUH KEJTO-KOPHUHEBBIX paHyJ/l MHTMEHTa,
BO3HHKAIOIIHX Ha TOMOrpauuyeck: HEOJAHOPOIHbBIX

Puc. 4. KoppapoHoBas kepaTonatusi npu KoH(pokKaabHOI ToMorpaduu Ha ypoBHe 6a3aJbHOrO 3NTEJNUs BUIHbI HEOJHOPOIHO
pacrnoJioxkeHHble BbicoKopediekTuBHbIe pa3HoKaaubepHbie BKaovenus (Confoskan 4, NIPEK)

<> OOTAJIbMOJIOTNYECKME BEROMOCTI

Tom VIIT Ne2 2015 ISSN 1998-710



14

B NOMOLLUb NPAKTUYECKOMY BPAYY

Puc. 5. HUcroHyeHue cyGanuTenaabHbIX HEPBHBIX BOJIOKOH Y
6oabHOTO Cc KOpaapoHoBoi kepatonatuei (Confoscan
4, NIDEK)

ydyacTKax poroBHiibl. Takue OT/J0KEHHUS SIBJSIOT-
Csl HAKOMJIEHUEM KeJie3a M3 CJAE3HOH KHUAKOCTH U
MOTYT pacroJiaratbCsi B MPOEKLUHH OTKPBITOH I/1a3-
Ho# 1iesu (muHnn Hudson-Stahli), Brosib BepiinHbl
nrepuruyma (Stocker), B ocHOBaHHH KepaTOKOHYyca
(kostb1io Fleischer’a), knepean ot 30HbI 1IBa Y 60J1b-
HBIX TIocJie KepaTonJjacTuku (Mannis), B o6J1acTH
KepaTopedpaKIMOHHbIX BMEIIATEeJbCTB U 1. [3]

B caiyyae Heo6XOAUMOCTH BO3MOXKHO MTPOBEJICHUE
KOH(hOKasbHOH TOMOrpauu poOroBHILbl, MPH KOTO-
poli XOpOLLIO BU3yaJHU3UPYIOTCS XapaKTepHble rpa-
HYJI0TIOI06HbIE BbICOKOPEhJIEKTHBHbIE BKJIIOUEHHS,
NPEeNMYIIECTBEHHO PACloJIOKEHHbIE HA YpOBHE Oa-
3a/IbHOTO 3MUTEJHS, HEPEIKO BCTpPeUaeTCsl CHUXKe-
HHMe MPO3PAUHOCTH MepeHel CTPOMbI, YMeHblIeHHe
MJOTHOCTH KEPATOLIUTOB U HEKOTOpOe o6e/IHeHne Cy-
63MUTEJIMANbHOTO HEPBHOTO CIJIETEHHS C TOBbILIE-
HUeM U3BUTOCTH HEPBHBIX BOJIOKOH (puc. 4, D) [12].

OnHako BaXKHO MOMHHUTb O CHCTEMHOM JIMITHJI03€,
KOTOPbIH HEPEIKO 1eOI0THPYET B MOJIOJIOM BO3pacTe
1 COMpOBOXKAeTCs TosiBJeHHeM cornea verticillata
6e3 aHamMHe3a CHCTEMHOH Tepanuu OJHHUM M3 Bbl-
lieyKaszaHHblx npenapatoB. Peub umér o 6ose3nu
Anpnepcena-®abpu, koTopasi 06bIYHO YNOMHHAETCS
Kak 6oJe3nb @abdpu u apasietces peakum (1:40000—
117000), HacieICTBEHHBIM KH3HEYTPOXKAIOLIUM 3a-
HoJsieBaHUEM, CleMJIeHHbIM ¢ X-XxpoMocomolt (Xq22).
Kak mpaBuJio, 1aHHas MaTOJOTMsI CBOEBPEMEHHO He
JIMaTHOCTUPYETCS, W TIEPBbIM TPOSIBJEHHEM CTaHO-
BSITCS Takue e€ MoCJe/CTBHUS, KaK THIIePTPOUs Je-
BOTO KeJyJlouKa, KapAMOMUOMNAaTHs1, oYeyHas Hefl0-
CTATOYHOCTb W PAHHHE HHCYJIBThI.

Bosesnb @abpu siBJasieTcsl pe3yabTaToM reHeTH-
yecKol moJioMkH (onucano okoJsio 600 myrauu#) u

Puc. 6. KondokanbHasi Tomorpadus poroBuiibi: BHyTpUKJIe-
TOUYHbIE OJIHOPOJHbIE BKJIOUYEHUS yMepeHHOil ped-
JIEKTUBHOCTH, pacnoJoxeHHble 1uhdy3Ho Ha ypoBHe
6a3a/bHOro anuTeans y 60JabHOro 35 Jet ¢ 60Je3Hbio
®a6pu

JeduluTa JIM30COMaJIbHOTO pepMeHTa, THaApaJasbl,
ajib(haraJakTo3n1asbl A, BCJeJCTBHE Yero MPOUCX0-
JIUT MIpOrpeccupytolliee BHyTPUKJIETOUHOE HAKOTIJIe-
HHe TJIMKOC(HHUHIONUIUI0B B Pa3/JMUHbIX OpraHax u
TKaHsX [25]. DTOT mpoliece, cpeau npoyvero, aatpa-
THBaeT 3HA0TEJHAJNbHBIN CJOH COCYANCTOH CTEHKH,
MIPUBOJS B UTOTE K LLIHPOKOMY CMEKTPY KJIHHUYECKHX
MPOSIBJICHUI CO CTOPOHBI CEP/IeYHO-COCYAUCTON CH-
CTeMbl, YPOreHUTaJbHOIO TPaKTa, HEPBHOH CHCTe-
Mbl, KOCTHO-MbILLIEYHOT0 annapara u Koxku. Mamene-
HUST COCYIUCTON CTEHKH C MOCTENEeHHbIM CyKeHHeM
eé npocBeTa M NMPUBOAAT B JlajibHEHILIEM K PaHHUM
CEep/IeYHO-COCYAUCTBIM U 11epebpOBACKYISIPHBIM
KpH3aM, BKJII0Uasi OKKJI03HMI0 LIeHTPAJbHOH apTepuu
cetuaTku [17, 26]. DneKTpoHHAST MUKPOCKOMHUS T10-
3BOJISIET BU3YaJIM3UPOBATb KOHLEHTPUUHO OPraHH-
30BaHHbIE MATOJOIMUECKHE BKJIOUEHHS B COCTaBe
JIN30COM, KOTOPble MOTYT ObITb OOHAPYXKEHBI B 3MH-
TeJIHAJbHBbIX KJEeTKAaX KOHDBIOHKTHBbBI, DPOTOBHILb,
KaricyJse XpycTaJjuka, HMJIHapHoi MbILILE, CHUHKTE-
pe 3pauka u pubpobaacTax CoeIMHUTENbHOTKAHHBIX
cTpykTyp [14]. Cpean oTanbMoOJOrHYeCKUX CHM-
NTOMOB 3a60J/1€BaHHs CAMBIMHM YaCThIMHU SIBJISIIOTCS
usmenenust porosuibl (90 % cayuaes), Takxke Xa-
paKTepHa naToJioruieckasi i3BUTOCTb C paclIUPeHH-
€M COCYJI0B KOH'bIOHKTHBLI H ceTuaTku (55—60 %), B
MOJIOBHHE CJIyyaeB BCTpevaeTcs 3ajHeKancyasipHas
KaTapakTa ¢ THIIMYHbIM PUCYHKOM B BHJIE pajuaJb-
HO pacxoasuuxces ot ueHta cnui [30]. [1pu 6one3nn
dabpu MOryT TakKe BCTPEUAThbCSl HEXKHblE MTOMYT-
HEHHMA KPEMOBOrO LBeTa MOA NepelHeH Kalcynon
XpycTaJjuKa.

CaMbIM paHHUM KJHHUUECKUM NposiBJeHHeM 60-
se3nn Pabpu siBasieTcs cornea verticillata, kotTopasi
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Puc. 7. W3meHeHHE TONKHBI U OPUEHTALIMM HEPBHBIX OKOH-
YaHUI B NOBEPXHOCTHBIX CJOSIX CTPOMbI Y GOJIBHOIO €
60se3Hbio Padpu (Confoscan 4, NIDEK)

MOKeT ObIThb OOHApy:KeHa ellé B IeTCKOM BO3pacTe
U SIBJSIeTCS CJIeACTBMEM BHYTPHUIMUTEJNHATBLHOIO
OTJIOKEHUSACHUHTONUITUA0B. DTH U3MEHEHHST MOXK-
Ho Habmoaath y 95 % 6o/bHbIX MyxKuMH U 88 %
XKEHIMH-HOCUTEJIbHULL JleheKTHOrO reHa. JaHHbi
npusHak onucan Weicksel'om B 1925 rony Kak cum-
ntom 60Jie3uu Aunepcona — Pabpu U NoATBEPKIAEH
Franceschetti B 1968 rony [15].

Boijiesisiior KJacCHUYECKHH U HEKJAaCCHUEeCKHH
TUnbl 3a6oseBaHusl. OCHOBHBIMM CHUMITOMaMH
KJIACCHUYECKOT0 BapuaHTa, THIHYHOTrO /s 00Jb-
HBIX MY2KCKOTO oJ1a, siBJsiioTes cornea verticillata,
(ubpuIbHBIE KPHU3bl C BbIPAXKEHHBIM OOJIEBBIM
CHUHJIPOMOM (repucepruyeckasi HelponaTus) U aH-
ruokepatombl Koxku [18]. Hapsiny ¢ s3tum y 60J1b-
HBIX 3aUaCTY10 UMEeTCs TaKKe TsKENas CepaeuHo-
COCY/IMCTAsANaTONOTHsl, T0YeYHAsIHEJOCTATOUHOCTh
1 HeBpoJiornueckue paccrpoiictsa. [Tockosbky 3a-
6oJieBaHHe HacJeNyeTcsl M0 PelleCCHBHOMY THIY,
Y JKEHILMH, KaK [PaBHJIO, CHCTEMHbIE MPOSIBJICHUS
60JIe3HH pa3BUBAIOTCS MO3/IHEE H UMEIOT HE TaKoe
TsKésoe Teuenne. Tem He MeHee, MPH THIATEJBHOM
o6C/eIoBaHUH Y HUX MOXKHO OOHAPYKUTh nepude-
pUUeCKYyl0 HeHpomaTHIO CO CHHXKeHHeM BUOpalu-
OHHOH YYBCTBUTEJbHOCTH, HapylleHHe (PYHKLUHH
noyeK ¢ MpoOTeMHYypHeH, MJOXYI0 MepeHOCHMOCTh
(bH3UUeCKHMX HArPy30K U THITHYHbIE BHYTPUKJIETOY-
Hble U3MeHeHHUsl Ha ypoBHe Ju3ocoMm [37, 40].

SBasisich HacJJeACTBEHHbIM 3aboJjeBanuem, 60-
sne3nb Pabpu nposiBasieT ce6s B 1€ TCKOM BO3pacTe,
HO €€ CHUMIMTOMbI CBOEBPEMEHHO He THATHOCTHPY-
10TCSA, 0cOOeHHO Yy eBouek [16, 24].

Jlnarnos 6osiesnu abpu ycTaHaBJAUBAETCS MPH
oOHapyKEHUHU Pe3KO CHUKEHHOH aKTHBHOCTH aJlb-
¢aranakrosuaassl A B niasme KpoBu. OnHAKO y

reTepO3UrOTHBIX MALLMEHTOK MOXKET MoTpe6oBaTh-
Csl TeHHOe THUMHMpPOBAHHWE /51 BbIIBJEHHS Xapak-
TEPHBIX MYTallMi. DTO €JIUHCTBEHHbIH HaAEKHbIN
MeTOJl BepU(HUKALUK AMarH03a y TaKUX OOJbHbBIX,
MOCKOJIbKY MOKasaTesu aKTUBHOCTH (epMeHTa y
HUX MOTYT CHJIbHO BapbupoBaTh. OKOHYATEIbHBIM
MOATBEPKACHUEM MArHO3a B CJOKHBIX KJHHHYE-
CKHMX cJydasix (XpoHMuecKasl rouyeyHasi HejocTa-
TOYHOCTb, THIEPTPOdUS J€BOTO KeJAYA0UKa Y MO-
JIOJIIX TAIIMEHTOB MPU OTCYTCTBUH JIPYTUX TPHUUKH)
MoxeT 6bITh 6uoncus [28, 35]. B pa6ote S.Nakao ¢
coaBTopamu 6ojie3nb Pabpu Oblyia NOATBEpPK/ICHA
y 1,2% GOJbHBIX, NPOXOASLIMX FeMOIHAJIHNS T10 M0~
BOJlY TSI2KeJIOH MOYeuHOU HeJIOCTaTOYHOCTH [23].

B seyenun OGosesuu Pabpu ucnosbayercs
cUMNTOMaTHyecKass U (epMeHT-3aMeCTUTeJ/bHas
Tepanus, KOTopas MO3BOJIIeT CHU3UTb 00JeBOMH
CHUHJIPOM W CTaOUJIU3UPOBATH (YHKIIMIO cepjlla
1 novek [4, 22]. B cooTBeTcTBHHU ¢ COBpeMEHHbI-
MM ToaxonaMu (epMeHT-3aMeCcTUTeJibHAs Tepa-
MUsl MoKasaHa He TOJbKO OOJIbHBIM MYXKUHHAM C
KJAMHUYECKUMH TMPOsIBJICHUSIMHU 3a00JeBaHUsl, HO
TaK»Ke KeHIHHAM-HOCHTEeJJbHUIAM U IeTSIM Ha J10-
KJMHUYECKOH CTaaMH, MOCKOJbKY OHa crocoOHa
NpeJloTBPaTUTh PA3BUTHE MOPAXKEeHUsT BHYTPEHHUX
opranoB [20]. To enMHCTBEHHBIH (D PEKTUBHBIH U
JOCTYTHBIH METOJ JIeUeHHUsI HA CEerofAHSIIHUN TeHb
[9]. Uem panblile ycTaHOBJIEH IHaTHO3 U HAYATO J€e-
yeHHe, TeM Jyulle MPOTHO3 B OTHOLIEHWH PA3BUTHS
TSAKEJON CepACYHON U TOUEYHON HEJOCTATOYHOCTH.
[lo nokasaHusiM TakuM MallMeHTaM [POBOJUTCS
TpaHCMJIaHTaALMS TOYKH, HO JOHOPCKHI OpraH Mo-
KeT ObITb Takzke co BpeMeHeM nopaxeéH. [Tostomy
B HAlIW JHU BEJETCS MOUCK APYTUX METOMO0B (hap-
MaKOJIOTHUECKOTO BO3JEHCTBUS B JeUueHHE 3TOTO
zaboneBanus[27, 41].

C nomolibio KoH(OKaNbHON TOMOTpa UK MOKHO
auddeperHupoBaTh nposiBjerust 6oJesnu Padpu
OT JIEKapCTBEHHO MHAYLUHPOBAHHON KepaTonaTuu
[19, 38]. B o6oux cayuasx onpenesstioTcsi BbiCO-
KopehIeKTHBHbIE BHYTPUKJIETOUHbBIE JIETO3UTHI Ha
ypoBHe GasasbHOro snutesus porosuiibl [12]. Ha
tomorpammax porosuiibl npu KKIIT BryTpusnure-
JiMaJibHble BKJIOYEHHs pacrnoJiaralorcst 6J11ke K 6a-
3a/IbHOMY cJ1010, 60Jiee HeOHOPOIHBI [0 pa3mMepam,
pedJIeKTHBHOCTD UX Bblllle (pHc. 4, 5, 6).

JIEYEHVE KOPLAPOHOBOIA KEPATOMATIN

B tunuunom cayuae KKII cnenunduueckoit Te-
panuu He TpeOyeTcsl, BO3MOXKHO Ha3HaueHHEe Ke-
paTonpoTEeKTOPOB M [penapaToB <«UCKYCCTBEHHOH
caesbl». [lpoTuBomokasaHuit K XHpypruyeckomy
JIeueHHIo KaTapakTbl HeT. OTMeHa amuolapoHa He
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MOKa3aHa, OIHAKO INPHU NPUCOECUHEHHH MOPa’KeHHUS
JUCKa 3PUTEJIbHOIO HepBa 3TO CTAHOBUTCH HEOOXO-
JUMBIM BO u30exKaHHe O€3BO3BPATHOU NMOTEPH 3pH-
TeJIbHBIX PYHKIIHH.

3AKJIDYEHUE

KoprapoHoBasi kepaTonaTtusi siBJsieTCsl OHUM M3
NpHUMepoB 0OPaTHMBIX JIeKaPCTBEHHO HHAYLLMPOBAH-
HBIX COCTOSIHUH [D], MOXKET MPOSIBASTHLCS MPEXOsi-
LIMM 3aTyMaHUBaHUEM 3peHHUsl U He TpebyeT OTMEHbI
npenapata. Hanuuue cornea verticillata npu oreyT-
CTBUHU CrielH(PUIECKOH CHCTEMHON Tepanuu TpedyeT
ucKtouenust 6ose3nu Padpu.
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