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PE®EPAT

Llesib. OnuncaHue KAMHUKM 1 pe3ynbTaToB XMPYPriMyecKoro neyeHuns co-
yeTaHHOW MaToNoruK, BKJKYaloLLei KepaTOKOHYC U NepBUYHYI0 SHA0TENN-
anbHyio Anctpoduio porouubl Pykca. Matepuan u Mmetoabl. PeTpocnek-
TWUBHbI aHaNU3 pe3ynbTaToB JleyeHUs 3 NaLMeHTOB C NpYMeHeHNeM pas-
JINYHBIX XMPYPTr1YecKnX MeTOAUK. Bce HaboaaeMble Gblam )KeHCKOoro nona,
1M NPOBOAUAMN 0(TaNbMOJIOrMYECKYIO ANArHOCTUKY, BKIKOYaloLLYyio creuua-
NM3MpOBaHHble METOAbI UCCNef0BaHUA: KepaToTonorpaduio, ONTUYECKYHO
KorepeHTHyto ToMorpaduto nepesHero oTpeska riasHoro s6aoka, Leimn-
tdnior-kepatotoMorpaduio, 3epKanbHyl0 MUKpockonuio. B nepsom cnyyae
naumMeHTy NpoBenu cKBo3Hyto Kepatonnactuky (CKIT), Bo BTopoM - 3agHt0t0
aBTOMaTM3MpPOBaHHY0 Noc/iolHyto Kepatonnactuky (3AMK), B Tpetbem -
TpaHCNAaHTaLMI0 3HAO0TENNSA C feclieMeToBo MeMBpaHoit (T3[IM). Pesynb-
TaTbl. Bo Bcex cnyyasx coyeTtaHune KepaToOKOHyca U 3HAO0TENNANBHON AnC-
Tpothum porosuLibl PyKca MMeNo MeCTo Ha O/HOM rasy, Toraa Kak Hanmuume
TyTT Ha 3aJjHeil NOBEPXHOCTU POTOBULibl, XapaKTepHbIX A1A SHAOTeNMAb-

Hol guctpodmu porosuubl Oykca, Habnroganu Ha oboux rnasax. B ucxoa-
HOM COCTOAHMM TOYHAA AMArHOCTMKa KepaToKoHyca Gblna 3aTpyaHeHa n3-
33 Ha/IMYMA OTeKa poroBULbl BCIIEACTBUE SHAOTENNANbHOM AnchyHKLMN. B
pesynbrate y 2 naumentos nocie nposegerus CKIM u 3AMNK 6bina gocturty-
Ta 3puUTenbHas peabunutauus, a B TpetbeM cnyyae (TIAM) Hanuume Bbipa-
KEHHbIX MOMYTHEHWIA CTPOMbI B LIEHTPasbHOI 30He He 0becneynno nosbI-
LIEHNA OCTPOTbI 3pEHUA, HECMOTPA Ha COCTOATENIbHOCTb SHAOTENNA TPAHC-
nnaHTara, yto notpebosano soinonHeHus CKI1. 3akntoueHue. TakTuka xu-
PYPru4ecKoro ieYeHns JOMKHA BKKOYATb B NEpBYI0 04epesb 3aMeHy naTo-
NOTMYECKN N3MEHEHHOTO 3HAOTeNManbHoro MoHocnos (3AMK, T3AM). He-
06X041MOCTb TPaHCMAAHTALMM CTPOMbI U NepeaHuMX cioes porosulibl (CKIM)
onpejenseTca NporpeccMpoBaHeM KepaToKOHYCa, CTeMneHbio UCTOHYeHUA
POroBuLibl M HANNYMEM UPPErYAAPHOCTM eé MOBEPXHOCTY.

KnioueBble cnoBa: nepsuyHas sHdomenuanbHas ducmpogus pozo-
suysbl Qykca, KepamoKoHyc, 3HOOMeNUaIbHAA KepamoniacmuKa, CK803-
Has Kepamonjiacmuka, mpaHcnaaHmayus 3Hdomenus u decyememosoll
MembpaHbl, 3HOomenul pozosuys: B
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ABSTRACT

The comorbidity of keratoconus and Fuchs’ endothelial corneal dystrophy (clinical cases)
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Purpose. To describe the clinical cases and surgery results in
patients with concomitant of keratoconus and Fuchs’ corneal endothelial
dystrophy. Material and methods. Retrospective analysis of 3 patients
using different surgical techniques. All patients were female, they
underwent diagnostic procedures including: keratotopography, optical
coherence tomography of the anterior segment of the eye, Scheimpflug
keratotomography, endothelial microscopy. First patient underwent
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penetrating keratoplasty (PKP), the second one - descemet stripping
automated endothelial keratoplasty (DSEK), and the third one - descemet
membrane endothelial keratoplasty (DMEK). Results. In all cases the
combination of keratoconus and fuchs endothelial corneal dystrophy
occurred in one eye, while cornea guttata was observed in both eyes.
The diagnosis of keratoconus was complicated by the presence of corneal
edema due to endothelial dysfunction. As a result, visual rehabilitation

@)oo |

95



CNIYYAU U3 NPAKTUKU

B.D. Maniozumn, O.I1. Aumonoga, 3.P. D63eesa

was achieved in 2 patients after PKP and DSEK, and in the third case
(DMEK), the presence of pronounced opacities of the stroma in the central
zone did not result in increase of visual acuity, despite the good function
of the graft endothelium, which required the PKP. Conclusion. Surgical
tactics should be based primary on the replacement of the pathologically
altered endothelial monolayer (DSEK, DMEK). As for the simultaneous

replacement of the corneal stroma (PKP), the decision is based on the
progression of keratoconus, the degree of corneal thinning, and the
presence of its surface irregularity.

Key words: Fuchs’ endothelial corneal dystrophy, keratoconus,
endothelial keratoplasty, penetrating keratoplasty, Descemet’s membrane
endothelial keratoplasty, corneal endothelium ®
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€PATOKOHYC — XPOHHUYECKOE MPOTPECCUPYIOIIEE

JUCTPO(PUUECKOE 3260I€BAHUE POTOBUIIBI, XaPaAK-

Tepusyomeecs €€ HCTOHYEHUEM, PACTLKEHUEM,
KOHYCOBHUJIHBIM BBIIITUMBAHUEM, 4 IIPU AAIEKO 3aAIIEAINIEM
NIPOLECCE — MIOMYTHEHUEM U PYOLIEBAHUEM, IPUBOJAIINM
K 3HAYUTEIBHOMY CHIDKEHUIO OCTPOTHI 3peHus [1]. 3a60-
JIEBAHUE SIBJISIETCS IBYCTOPOHHUM, OJHAKO CTENIEHD U CKO-
POCTb €ro NPOTPECCUPOBAHUA HA ABYX I1A3aX 3a44ACTYIO
pasnuyHa.

Kak mpaBuio, BIEPBBIE AUATHO3 YAAETCS YCTAHOBUTD B
MOJIOZOM BO3pPacCTe, HAa BTOPOM-TPETbEN JEKAJLE KUIHU.
MHOTr0JIETHUE UCCJIEOBAHUS, BKIIOYAIOIIHE B CEOs1 HAOTIO-
Jgenue 6osee 1200 mareHTOB, MTOKA3A/IH, YTO CPEAHUN BO3-
pacT 60IBHBIX COCTABIIICT 39 JIET, TPUOIU3UTENBHO 65% Ha-
XOJATCA B BO3pacTHOM rpynne ot 30 1o 49 net, 20% — Mo-
soxe 30 u 15% — crapure 50 ner [2, 3]. [Ipu 3TOM, COTTaCHO
GOBIIMHCTBY HAOIOJCHUM, BBISIBICHA 3aBUCHUMOCTb MEX-
Iy BO3PACTOM MaHU(ECTANUA KEPATOKOHYCA U TAXKECTDIO
€r'0 PA3BUTHSL: YEM PAHBIIE 3A00JIEBAHUE BBIABIISIOT, TEM ObI-
cTpee OHO nporpeccupyer [4, 5].

KepaTOKOHYC NPUHATO CYUTATh MYJIBTU(PAKTOPHBIM 34-
60IEBAHUEM, UMEIOITNUM KaK TCHETUYECKUE MEXAHU3MBI Pa3-
BUTHS, TAK U BIUSHUE (DAKTOPOB OKPYy:Karome cpeasl. Cpe-
JIU TIOCJIEHUX HAWOOJIEE YETKASI ACCOIMAIINS OblIa MTOKa-
3aHa U1 XPOHUYECKOU MEXAHUYECKOM TPABMBI IJI1a3, A4TO-
Uy ¥ OOIydeHNs YIBTPAQUOIETOBBIM U3JTy4YEHUEM [5—8].

Hanbonee pacipoCTpaHEHHBIMU COBPEMEHHBIMHU METO-
JUKAMH JICYEHUS KEPATOKOHYCA SABJSIIOTCS: KDOCCIUHKUHT
porosuuHoro komareHa (Wollensack G., Spoerl E., 2003),
MEXCJIONHAA KEPATOIUIACTUKA C UMIUIAHTALIUEN UHTPACTPO-
MaJIbHBIX POTOBHYHBIX CETMEHTOB [9], IITy6OKasA nepenHas
nocaorHag keparorutactuka (I'TIINK) [10, 11] 1 cKBO3HAA Ke-
paromactuka (CKIT).
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[lepBu4Hasag 3HAOTENHUAIBHAA JUCTPO(PHUA POTOBUIIBI
Dykca (OJIPD) — 1ByCTOPOHHEE, MEJIEHHO NPOrPECCUPY-
IOIIEE FTEHETUYECKOE 3260/IEBAHUE, XAPAKTEPUSYIOIIEEC I1a-
TOTHOMOHUYHBIMM NIPU3HAKAMH B BU/IE€ YTOJIIEHUS POTO-
BUILBI, IIOSIBJIEHUA NOIOJHUTENBHBIX CI0OEB AECLEMETOBOM
MeM6pansl (JIM) U €€ XapaKTEPHBIX BBITAYUBAHUN B IIEPE-
HIOIO KaMepy B BUJIE T'YTT (cornea guttata) [12].

JIOCTOBEPHO U3BECTEH (DAKT HACIEACTBEHHON O6YCIOB-
JIEHHOCTHU JAaHHOI'O 3a00J€BaHUsA, 9 KIMHUKO-TE€HETUYE-
CKMX (POPM KOTOPOT'O M3BECTHBI K HACTOAIIEMY MOMEHTY
[13]. TTog BiuAHMEM MyTALUH 3HAOTENUAILHBIE KIETKHU IIPU-
06peTaoT MOPMOIOTHIO U PyHKUUHN (PrOPOOIACTOB 1 HA-
YMHAIOT BBIPA6ATBIBATH KOJ/UIAT€HOBBIE (DUOPHUJUIBI U BEIIIE-
CTBO, 4aHAJIOTUYHOE 6a32JIbHOU MEMOPaHe, TPUBOJA K POp-
MUPOBAHUIO JOIONHUTENBHBIX CJI0€B IM U €€ yTOIIEHUIO.
[To Mepe mporpeccupoBanusa 60JE3HU NPOUCXOAUT PacC-
IPOCTPAHEHHUE TYTT MO IO POTOBULIBI, UX CIUAHHUE,
CHWKEHME IVIOTHOCTH dHJOTENUAIbHBIX KIETOK, YTHETEHHE
(PYHKUMH SHAOTENMA, YTO NIPHUBOJUT K IMIEPTUAPATALIMH
POTOBUYHOM CTPOMBI M MOCIEAYIOIEMY CHIXKEHHUIO €€ OIl-
TUYECKUX CBOVUCTB. B TEpPMUHANIBHBIX CTAAUAX 32001€BAHNA
POTOBUIIA MyTHEET U3-32 PA3BUTHS IIPOLIECCOB (pUOPO3UPO-
BAaHUA U HEOBACKYIApU3aL UK. OJHOMOMEHTHOE OOCEPBALIU-
OHHOE HCCJIEJOBAHUE 32601€BAEMOCTH IEPBUUHON DJPD B
Poccrum MOKa3aio, 4To pacnpoOCTPAHEHHOCTD JAHHOIO 34-
6OJIEBAHUA CPENU ALTUEHTOB C MATOJIOTUEN IEPEAHETO OT-
pesKa riasa cocrasnger 4,1%, Ipu 3TOM COOTHOIICHUE JKEH-
IMIMH ¥ MyK4YMH PaBHO 3,8:1 [14-17].

Ha ceropHsamnuum eHb BO3MOXKHO TOJBKO XHUPypIruye-
ckoe snedeHue DIPD. BeIOOp METOAA KEPATOMIACTUKH 34-
BUCHUT OT CTaJUM NIpouecca. Tak, 1P HAIUYUH CTOHUKOIO
OTE€K4, OY/IJIE3HBIX M3MEHEHHUH IMUTENUA BBIOOD XHPYp-
ra JOJDKEH OBITh CHAENTAH B MOJb3Y HAOTEIUAIBHON Kepa-
TOIUIACTHUKM — 3aHEN ITOCIOMHOIM KepaToracTuky (3I1K)
W/IH TPAHCIIAHTAUU JM ¢ MOHOCJIOEM SHAOTENUAIbHBIX
wieTok (TOAM). IIpn HaNU4YUK JaAEKO 3AMEIMNX CTAAUN
C UMEMUMCA (PUOPO3HBIM NEPEPOKIEHUEM CTPOMBI PO-
TOBHLBI, BpACTAHUEM INyOOKMX HOBOOOPA30BAHHBIX COCY-
JJOB — €AMHCTBEHHO BO3MOXHBIM BAPHUAHTOM XUPYpIUde-
CKOT'O JIEYEHHS OCTAETCSA CKBO3HAA KEPATOIIIACTHKA.

TakuMm 06pa3oM, B IPOTUBOBEC KEPATOKOHYCY, HE 3a-
TPATUBAION[EMY HA PAHHUX 3TAIaX CBOETo pa3suTus (JIM)
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Puc. 1. [lanHble o6cnegoBanns nayuenta N2 1: a) 6uoMuKpockonus poroeuusl (Konbuo @neitwepa, Hanuuve ryTT); 6) ToAWMHA U NaTTepH 3a4Hel 3neBauum
pOroBMULibl, XapaKTepHbIe ANA KepaTOKOHYCa MO AaHHbIM aHanu3a 3kTasun no benun/Ambposmo (Pentacam Oculus, lepmanus); B) kepatotonorpamma TMS-4
(Tomey, AnoHwA), BenuumHa acturmatnama paBHa 5,82 [1 (49,08 ax 83; 43,26 ax 173), unaekc acuMmeTpum noBepxHocTyu porosuubl SAI 6,16; r) ontuyeckas
KorepeHTHas ToMorpadus nepegHero otpeska rnasHoro s6noka OCT Visante, LITP = 282 mkm

Fig. 1. Examination data for patient No. 1: a) biomicroscopy of the cornea (Fleischer ring, presence of gutt); 6) the thickness and pattern of posterior corneal
elevation characteristic of keratoconus according to the Belin/Ambrosio ectasia analysis using the Pentacam device (Oculus, Germany); B) keratotopogram
TMS-4 (Tomei, Japan) the value of astigmatism is 5.82 D (49.08 ax 83; 43.26 ax 173), the asymmetry index of the corneal surface SAI 6.16; r) optical coherence
tomography of the anterior segment of the eyeball OCT Visante, CCT = 282 ym

U 9HJOTENNAIbHBIE KJIETKH, IATOI€HETUYECKHUE MEXAHU3-
MblI passuTud OJP® JIOKANU3YIOTCA UMEHHO B IM U 3H-
JOTENINH.

O COBMECTHOM NOABJIEHUHU KEPATOKOHYCA 1 DJPD crio-
PaAnuYECKU COOOIANOCH, HAaYnHasA ¢ 1990-x rogos [18, 19].
OOHAKO COYETAHUE ITUX [BYX MATOI€HETUYECKUA PAZHBIX
POTOBUYHBIX TATOJIOTUH ABIAETCSA KPANHE PEJKUM SBJIEHU-
€M, 4TO CTABUT XUPypra nepej npobdaemon Bbioopa Hanbo-
Jiee PAllMOHAIbHON XUPYPIrUYCCKOM TAKTUKH JICYCHUSA B Ka-
JKZIOM KOHKPETHOM citydae [20-22].

LIENb

OnucaHue 3 KINHUYECKUX CIIy4deB XUPYPIrUYIECKOTO JIe-
YEHUS KOMOPOUAHON MATOJIOTUH, BKIIOUAIOMEN KEPATOKO-
HYC U IEPBUYHYIO ODJJPD.

OPTAIDMOXUPYPTUA / 32021

MATEPWUAN U METObI

Knunuwecruti cnyuaii Ne 1

B Hauly KIMHHAKY OGPATHIACH MAITUEHTKA G7 JIET C ep-
BAYHBIM JUATHO30M <«IMCTPO(UA POTOBUIIBI, OCIOKHEH-
Has KaTapaKTa» IPABOro I1asa. M3 anaMHe3a U3BECTHO, YTO
C PAHHETO BO3PACTA Y MAIMEHTKNA UMEJICS ACTUIMATU3M, HO
HauOO0JIe€ OLIYTUMOE ITOCTENIEHHOE CHMKEHUE OCTPOTHI 3pe-
HUSA MAIMEHTKA OTMEYaJIa Ha IPOTSHKEHUH ITOCIEAHUX 5 JIET.
[Tpy1 6MOMHUKPOCKOIIMHM POTOBUIIBI IIPABOTO I71a34 BU3YaAJIN-
3UpyeTCad KombLo Piierinepa, KOHyCOBUIHASA (POPMA POrOBU-
LIBI B OIITUYECKOM CPE3€, C MICTOHYEHHEM Ha BepInHe. Bep-
TUKAJbHBIE CTPUM CTPOMBI (POITA) IPU ITOM HE HAGIIOA-
s, ITpu ocMOTpe 3aHEHN NOBEPXHOCTU POTOBUIIBI OIIPEe-
JIUTMCh MHOKECTBEHHBIE CJIMBHBIE TYTTHI (puc. 1 a), Takxke
OTMEYAJIN BBIPAKECHHOE IIOMYTHEHUE A/IpA XPYCTAIUKA.
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Puc. 2. a3 naumenta N2 1 Ha 7-e cyTKM nocne CKBO3HOM KepaTonnacTuKm

Fig. 2. Eye of patient No. 1 on the 7th day after penetrating keratoplasty

MaxkcumanpHass ocTpoTa 3peHus ¢ koppeknuein (KO3)
6p11a pasHa 0,1. [To JaHHBIM, TIOJYyYEHHBIM IIPH UCCIEI0BA-
Huu Ha HleniMngmor-romorpage Pentacam (Oculus, lepma-
HUS), OTMEYAIN XAPAKTEPHBIE /i1 KEPATOKOHYCA U3MEHE-
HUS — ACTUTMATHU3M U HPPETYISIPHOCTD NIEPEJHEN TOBEPX-
HOCTH POT'OBHLBI, €€ 3aHIO0 ayeBanuio (puc. 1 6). Cro-
UT OTMETUTB, YTO IIPU3HAKOB KEPATOKOHYCA HA JIEBOM IJIa-
3y, KAK GMOMHUKPOCKOIMYECKUX, TAK 1 MHCTPYMEHTAIbHBIX,

98

HE OTMEYIN. B TO K€ BpeMA HaIW4YUE I'YTT HAOMIOLAIN Ha
060uX rnasax. [Ipu kepatoronorpa@uu NpaBoro 171a3a Tak-
JKE€ ONPENENAIN ACTUTMATHU3M PaBHbIi 5,82 [ (49,08 ax 83;
43,26 ax 173) ¥ XapaKTEPHBIIT sl KEPATOKOHYCA MATTEPH
(puc. 1 6). IINOTHOCTD 3HAOTENNANBHBIX KIETOK ([TOK) co-
craswia 367 Ki/mMm% POrosuiia 66u1a 3HAUUTEILHO HCTOHYE-
Ha, 9TO NOATBEPKIAIN PE3YNBTATHI AUATHOCTUKU HA IPHUOO-
pe OCT Visante (Carl Zeiss, lepmanus) (puc. 1 2), LeHTpaJlb-
Hasd TonmuHa porosunsl (LITP) cocraBuna 282 MKM.

VYuTBIBAsA COYETAHHE PEZKOIO UCTOHYEHHSA POIOBHULIBL,
ACTUIMATU3Ma BLICOKOH cTenenu U Hu3kou 19K, 6bu10 npu-
HATO PEUIEHHE O BBITOJIHEHUU CKBO3HOM KEPATOIUIACTUKH
(puc. 2).

K 6-My Mecs1y IOCIeOePalMOHHOIO IIEPUOA OCTPOTA
3penus 6e3 Koppekuuu cocrasuia 0,1, ¢ Koppeknuen sph
—3 ¢yl —3,5 6b1a paBua 0,3. ITIDK pOroBUYHOIO TPAaHCIUIAH-
Tara — 2190 ki/Mm2,

[Tocne CHATHA POTOBUYHOTO B4 (YEPE3 T'OJ OCIIE Olle-
panyu) ¥ NPO3PavYHOM IPHKUBIEHUH TPAHCIUIAHTATA I1a-
HHUPYETCA NPOBeJeHUE (PAKOIMYIbCUPUKALIUN KATAPAKTHI
(POK) ¢ UMIUIAaHTAUMUEN TOPUYIECKOU HHTPAOKYIAPHOHN
sH3bI (MOJT) € 1es1bIo NOBBIIEHMA 3pEHNUA U OJHOMOMEHT-
HOI KOPPEKIMU OCTATOYHOI'O OCTKEPATOIIACTUYECKOTO
ACTUTMATU3MA.

Knunuweckuii cnywaii Ne 2

V manueHTKya 74 neT 6MOMUKPOCKONUYECKAA KaPTUHA
IIPABOrO I71a3a OblIA CXOXKA C IIEPBBIM CJIy4aeM, OJHAKO OT-
CYTCTBOBAJIO KOJIbLIO PJieHmepa, B TO BpeMA KaK UCTOHYE-
HHE POT'OBHUIIBI U HAIMYUE TYTT ObIIM OTMEYEHBI IPU OUO-

A

Puc. 3. JanHble o6cnegosarns naumenta N2 2: a) LUTP = 437 MKM no gaH-
HbiM OCT Visante; 6) TonwmHa v naTTepH 3agHei 31eBaLum porouLbl, XapaK-
TepHbIe ANA KepaToOKOHyca No AaHHbIM aHanu3a 3KTasum no benuH/Ambpo-
310 Ha npubope Pentacam (Oculus, lfepmaHus); B) kepatotonorpamma TMS-
4 (Tomey, finoHus), BennumnHa acturmatuama 2,9 [l (47,85 ax 45; 44,95 ax
135), nHpexc acummetpuu noBepxHocTyh porosuLibl (SAI) 3,23

Fig. 3. Data of examination of patient No. 2: a) CCT = 437 um according
to OCT Visante; 6) the thickness and pattern of posterior corneal elevation
characteristic of keratoconus according to the Belin/Ambrosio ectasia
analysis using the Penfacam device (Oculus, Germany); B) Corneal Topography
TMS-4 (Tomey, Japan), astigmatism value 2.9 D (47.85 ax 45; 44.95 ax 135),
corneal surface asymmetry index (SAl) 3.23
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MUKPOCKOIIMM U NMOATBEPKIEHBI METOJAMU KEPATONAXHU-
METPUH U SHJOTEINATBPHON MUKpockonuu. LITP cocrasu-
na 437 mrm, TIDK 430 wi/mm? (puc. 3 a). TIDK nesoro ria-
32 IIPU 3TOM COCTaBMIA 2690 KII/MMZ, I'yTThI HE BU3ya/IM3U-
DOBAJINCE.

Ha nmpaBoM 171a3y naliueHTKY [IPY U3YYCHUU 3aJHEH 31e-
BAallMA POTOBUIIBI NIPABOIO IJIa3a HA Npubope Pentacam
(Oculus) u pOPMBI pOTOBHUIIBI IIO JAHHBIM KEPATOTOIIOTPA-
uu (puc. 3 6, 3 6) OTMEUANIHN IPUZHAKU, XAPAKTEPHBIEC IS
KEPATOKOHYCA. BennumHa acturMatusma cocrasuna 2,9 Il
(47,85 ax 45; 44,95 ax 135). OctpoTa 3peHus BIAIb ObUIA
pasHa 0,05 ¥ HE KOPPUTHPOBAIACDH. TaKKe TUATHOCTUPOBA-
JIA BBIPQ)KEHHBIE IOMYTHEHUA B APE XPYCTAIUKA.

Y4uThIBAA BO3PACT MALMEHTKUA U KPAMHE MAIyIO BEPO-
ATHOCTb TNPOTPECCUM KEPATOKOHYCA, OTHOCHUTEIBLHO CO-
XPAHHYIO TOJIIIMHY POTOBUIIBI M YMEPEHHBIN ACTUTMATU3M,
OBIJIO IPUHATO PELIEHUE O IIPOBEAEHUM 34AHEN ABTOMATHU-
3UPOBAHHOM ITOCJIOMHOM KEPATONIACTUKA U OTHOMOMEHT-
Hou ®OK ¢ mmmnantanue ruapododnon MOJI (puc. 4 a).
CrycTa 3 MecA11a TOCIE ONEPALIUU OCTPOTA 3PEHUA COCTA-
Bwaa 0,2 sph —0,75 cyl =2,5 ax 97° = 0,4; [IDK = 1920 xi1/MM?,
ITo ganneiM OCT Visante, 3HJOTENNANbHBIN TPAHCIUIAHTAT
IIOJTHOCTBIO aIAIITUPOBAH K 33JHUM CJIOSIM CTPOMBI, KEpPa-
TOIIAXUMETPUA B LEHTPAILHOM TOYKE C Y4ETOM TOJILUHDI
TPAHCIUIAHTATA COCTaBWIA 550 MKM (puc. 4 6).IIpu 3TOM Ke-
PAaTOTONOPIaMMa MO-MIPEKHEMY UMENIA TATTEPH, XaPaKTEP-
HBII /I KEPATOKOHYC4, BEJIMYUHA ACTUTMATU3M4 COCTABU-
na 3,24 J1 (49,57 ax 98; 46,33 ax 8) (puc. 4 8).

Knunuuecxuii cnyuati Ne 3

TpeTbUM MaIUEHTOM C AUATHO30M KEPATOKOHYC U DJIPD
6bLIa KEHINUHA B BO3pacTe 45 yner. KoMOpOUJHOCTh ABYX
POTOBUYHBIX MATOJIOTUHA UMENIA MECTO TOJBKO Ha IIPABOM
rnazy. Ha maproM rnasy Hadbmoganu OJP® B OTCYTCTBUE
MIPU3HAKOB KePATOKOHYCA. KO3 NOpa’keHHOIO NMPaBoOro I1a-
32 HAa MOMEHT IIEPBUYHOTIO O6paIeHusa cocrasiasana 0,3 u He
KOPPUTUPOBAIACE. [Ipr OMOMUKPOCKOIINY POTOBHULIBI OTME-
YaIU HATMYHE TYTT (puc. 5 a), GAOMUKPOCKOIINYECKUX IIPH-
3HAKOB KEPATOKOHYCA HE HA6/m04a11. COITYyTCTBYIOIUH Ke-
DPAaTOKOHYC OB MOATBEPKAECH U3MEHEHUAMU 3aAHEN J1€e-
BAIlMM POTOBUIIBI IO JAaHHBIM LIeAMI@IIIOT-KEPATOTOMO-
rpacdun (Pentacam Oculus) (puc. 5 6). Benuuuna acturma-
TU3M4, IO JAHHBIM KepaTotonorpaguu, cocrasuia 0,99 [
(43,30 ax 77; 42,31 ax167) (puc. 5 8).

DHAOTENNATBHBIA MUKPOCKOII HE [JaJ1 BO3MOKHOCTH ITOJI-
cuéra I[TOK 13-32 HATUYUSA CIMBHBIX LIEHTPAJIBHO PACIIOIO-
JKEHHBIX I'YTT, 4 TAKKE KDUTUYECKU MAJIOrO KOnu4ecTna DK
ITpu sToM LUTP 6bU1a B IpEENIaX HOPMBL U COCTaBUIA 519
MKM. B 1aHHOM cirydae HaMu Obl1a u36pana TakTuka (THIM)
ogHoMoMeHTHO ¢ ®OK m umiutanTanuen MOJL.

CnycTs 5 MeCAIEB IIOCJIE ONEPALIUU IPOU3OILIA JEKOM-
MEHCALUA TPAHCIUIAHTATA, HAOGIIOAAICS CTOUKUI OTEK PO-
rosunbl, TP Bo3pocna 1o 799 MKM (puc. 06), B CBAI3U C YEM
MalHEHTKE OblIA IPOBEJEHA TOBTOPHAS TOIM.

Yepes 1 roa nocne noBTopHONU TOIM OCTpPOTA 3pEHUS
cocrasmia 0,03, npu 3ToM LITP cHu3umace g0 359 MKM
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Puc. 4. Mna3 nauventkn N2 2 yepes 3 mMecAla nocne 0AHOMOMEHTHOW one-
pauuu (SANK+PAKO+MON): a) Bua rnasa npu 6uomukpockonuu 6) OKT po-
rouubl, LITP = 550 MKM, TonwmHa TpaHcnnaHTaTa B LieHTpe paBHa 88 MKM;
B) KepatoTonorpamMma TMS-4 (Tomey, inoHuA), BeAMuMHa acTUrMatTuama
3,24 [1 (49,57 ax 98; 46,33 ax 8), MHAeKc acMMMeTpUK NMOBEPXHOCTU POro-
Buubl (SAI) 2,81

Fig. 4. Eye of patient No. 2 three months after a single-stage operation
(DSEK+phaco+IOL): a) view of the eye during biomicroscopy; 6) OCT of the
cornea, CCT = 550 pm, the thickness of the graft in the center is 88 ym;
B) corneal Topography TMS-4 (Tomey, Japan), astigmatism value 3.24 D (49.57
ax 98; 46.33 ax 8), corneal surface asymmetry index (SAI) 2.81

(puc. 7 @), 4TO CBAJETENBCTBOBAJIO O XOpOMIEN (DYHKIIU-
OHAJIbHON aKTHUBHOCTU IEPECAKEHHOIO 3HJOTENUs. Be-
JIMYMHA 4CTUTMATHU3Md, 1O AaHHBIM Pentacam (Oculus,
Tepmanwust), 6puta paBHa 3,6 [1 (38,30 ax 133; 41,90 ax 47)
(puc. 7 6).1Ipy GHOMUKPOCKOIINYA OTMEYAIN OTIOKEHUA T'e-
MOCHJIEPUHA B IOBEPXHOCTHBIX CJIOSX LIEHTPAIbHOI 30HBI
porosuipl (cumntoMm dienmepa, Hanudue GUOPO3HBIX U3-
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Puc. 5. Mna3 naumeHTa N2 3, ucxopHble AaHHble: a) BUOMUMKpOCKONUMA poro-
BULIbl; MHOXKECTBEHHbIE LeHTpabHble CMBHbIE TYTTbl HAa 3HAOTeNUY; 6) Ton-
WMHa poroBumLbl B LieHTpe 519 MKM, naTTepH 3ajHet 3neBauum poroBuubl
(+18 MKM) 1 xapaKTepHble ANA KepaToKOHyca AaHHble aHann3a 3KTasumn no
BenuH/AmGpo3uo no Pentacam (Oculus, fepmaHus); B) KepaToTonorpaMmma
TMS-4 (Tomey, Anonus), BennunHa acturmatmama 0,99 [1 (43,30 ax 77; 42,31
ax 167), HAeKc acuMMeTpum noBepxHocTn porosuubl SAI 0,64

Fig. 5. Eye of patient No. 3, initial data: a) Corneal biomicroscopy. Multiple
central drainage gutts on the endothelium; 6) the thickness of the cornea
in the center is 519 um, the pattern of posterior corneal elevation (+18 ym)
and the data of ectasia analysis according to Belin/Ambrosio according
to Pentacam (Oculus, Germany), characteristic of keratoconus; B) Corneal
Topography TMS-4 (Tomei, Japan), astigmatism value 0.99 D (43.30 ax 77;
42.31 ax 167), asymmetry index of the corneal surface SAl 0.64
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MEHEHUI IMOBEPXHOCTHBIX U CPEJHUX CJIOEB CTPOMBI, CY-
LECTBEHHO CHIKAIOINX ONTHYECKUE CBONCTBA POTOBUIIBI
(puc. 7 8).

B B3 C OTCYTCTBUEM CYIIECTBEHHOTO (PYHKIIOHATIBHO-
T'O PE3Y/IBTaTa OT IPOBEJAEHHOI'O JIECUEHHUS TAHHON NMAITUEHT-
K€ IUVIAHUPYETCS IPOBEAECHUE CKBO3HOM KEPATOIIACTUKM.

OBCYXAEHUE

B HakomieHHBIX HAUnHAA ¢ 1990 I. 10 HACTOSAIIETO MO-
MEHTA NYyOIUKAIUAX COOOIIAIOTCS, KAK IPABUIO, €IMHUY-
HBIE CJIy4ay COYETAHUA KEPATOKOHYCA U DJIP®. TOJIbKO B HC-
cnepoBanuu Cremona (2009) KOIMYECTBO MAIUEHTOB SIBJIS-
€TCA CYMIECTBEHHBIM [23]. 3a 10-1eTHUI neprUo/ HAOMoAe-
HUS ABTOPAMH BBISIBJIEHO 30 MAIIUEHTOB C COYETAHHUEM Ke-
paTokonyca u O/IPD. CTOUT OTMETHUTD, UTO 44% NaHHBIX M1~
LIMEHTOB UMEJIN OJJHOCTOPOHHEE NopaxkeHue. Parker (2019)
Ha6/0/1a71 10 MarueHTOoB, y 6 U3 KOTOPBIX NMEIOCH JIBYCTO-
POHHEE COYETAHUE KEPATOKOHYCA M OJJPD [24]. B HameM uc-
CJI€JOBAHMH BCE TPU KIIMHUYECKUX CIy4ast UMENIHU OJHOCTO-
POHHIOIO MOPOUIHOCTbD.

[To UMEMUMCS JUTEPATYPHBIM JAHHBIM, 4 TAKXE BO
BCEX ONHUCAHHBIX HAMU KJIMHUYECKUX CIIy4asix IOMHUMO Ke-
paToxkoHyca u B/IP® mMenach CONMyTCTBYIOMAS KATAPAKTA.
E€ nporpeccuposaHue, IPUBOAAIIEE K IOCTENIEHHOMY CHU-
SKEHUIO OCTPOTHI 3PEHUS IO MEPE YCWICHUS ITIOMYTHEHUN
XPYCTAJIMKA, CTAJI0 OAHON U3 OCHOBHBIX IPHUYMUH O6palle-
HHA MAIAEHTOB 32 OPTAIbMOJIOIMYECKOHN NOMOIIBIO. B pe-
3YJIBTATE NPOBEACHHOM IUATHOCTHUKY Y TAIIUCHTOB BIIEPBBIE
BBISIBJISUIM KEPATOKOHYC U D/IPD, paHee NaHHBIE JUATHO3BI
MALMEHTAM HE BBICTAB/AINCh. O4EBUTHO, UTO HA IIPOTSIKE-
HHUU JOCTATOYHO JUIUTEIBHOI'O BPEMEHHU OJHA IATOJOTUS
MOJKET KOMIIEHCUPOBATD JPYIYIO. TaK, IOCTENEHHOE yTOJ-
LEHUE POTOBUIIBI M3-34 S3HAOTEINAIBHON JUCHYHKIIUU TPU
DJP® HUBENMUPYET €€ HCTOHYEHUE, CBA3AHHOE C IPOIPEC-
CHPOBAHUEM KEPATOKOHYCA. BO3MOKHOCTB IPOIPECCUPOBA-
HMA NOCIEAHETO TAKKE HE OYEBU/IHA, YIUTBIBAS, ITO JOCTA-
TOYHO OOJIBIIOE KOJIMYECTBO TAKUX MALIMEHTOB HAXOAATCA
Ha 5-6 gekaze xusHu., CTOUT TAKKE OTMETUTD, YTO B OIU-
CAaHHBIX HAMH CJIY9dX UCTOHYEHNUE POTOBULIBI, CBA3AHHOE C
HUMEIOMMMCS KEPATOKOHYCOM, B UTOTE SABJIANIOCH 60JIEE 3HA-
YUMBIM (PAKTOPOM CHIDKEHUSI OCTPOTHL 3PEHUS, UYEM OTEK
DPOTOBUIIBL, XaPAKTEPHBII 111 DIIPD.

B mabauye cyMMUPOBAHDBI JAHHBIE JIMTEPATYPBHI, KACAIO-
LIHUECS COYETAHUSA KEPATOKOHYCA U D/IPD.

Korza MBI TOBOPUM O BBIOOpPE METO[A XUPYPTrUYECKOM
pPEeAcINTALIUY IPEACTABIEHHBIX TAIIUEHTOB, HE BBI3BIBAET
COMHEHMI HEOOXOJUMOCTD 3AMEHBI ITATOJOIMYECKH U3ME-
HEHHOT'O 3HAOTENNAIIBHOIO MOHOC/IOA. Yero, B CBOIO Oue-
pelb, HENb34 CKA34Thb OJHO3HAYHO O NTOKA3aHUAX K 3aMEHE
CTPOMBI POT'OBUIIBL, U3MEHEHHOMU I10 MEPE IPOIPECCUPOBA-
HHA KEPATOKOHYCA B KAKAOM KOHKPETHOM cay4dae. [To Ha-
LIEMY OIBITY, UMEHHO XaPAKTEDP U CTENEHb IKTA3UU POIO-
BUIIBL BJISIIOTCS PEMIAIOIUMU NIPU ONPEJEICHUN OKOHYA-
TEJIbHOI XUPYPIUYECKOU TAKTUKH. DTO CBOJUTCA K BEIOODY
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Puc. 6. Mma3 nayunenta N¢ 3. [lekoMmneHcauma TpaHcnnaHTata yepes 5 mec.
nocne TAAM. OnTuyecKas KorepeHTHas TOMOrpamMma poroBuLbl: yBeanyeHme
LIeHTPaNbHOI TONLWMHBI POroBuULbl 0 799 MKM B LieHTpe, BONHUCTbIA Npo-
(b 3aAHel NOBEPXHOCTM POroBULbI, CKNAAKM JeCLieMeTOBO MeMbpaHbI

Fig. 6. Eye of patient No. 3. Graft decompensation after 5 months after
DMEK. Optical coherence tomogram of the cornea: an increase in the central
thickness of the cornea to 799 microns in the center, a wavy profile of the
posterior surface of the cornea, folds of Descemet’s membrane

MEXKY 3HAOTENNAIIbHON KEPATOIIACTUKOM IIPU JOCTATOY-
HOW TOJIIIMHE POIOBUIIBI U €€ YMEPEHHOU UPPETYIAPHOCTU
Y CKBO3HOM KEPATOIJIACTUKOM IIPU BHIPAKEHHOM XapaKTe-
pe NposBICHUI KepaTOKOHYCca. [Tpu ornpezneneHun moxkasa-
HMIT K TOMY WIHX HUHOMY BUY XMPYPTUYECKOI'O BMENIATENb-
CTBA CJIEAYET IPUHUMATDh BO BHUMAHHUE BO3PACT MALIUEHTA.
Tak, y 60IbHBIX Ha 6—7 -1 ICKA/IC JKU3HU U3-32 CCTECTBEHHBIX
IIPOLECCOB BO3PACTHOI'O KPOCCIIMHKMHI'A POTOBHUIIBI KPali-
HE MaJIa BEPOATHOCTDb IPOTrPECCUU KEPATOKOHYCA. YV 3TOM
KAaTE€TOPHH MMALIMEHTOB IIPUA OTCYTCTBHUHU BBIPAKEHHOH Mppe-
I'YJIAPHOCTH [IEPENHEN TOBEPXHOCTU U IOMYTHEHUH B I1€H-
TPAJILHOY 30HE BBIOOP METOMA XUPYPTUH JOIKEH OBITh CliE-
JIAH B IIOJIb3Y 9HAOTENIUAIBHOM KEPATOIIACTUKI.

Tak, Jurkunas u Azar (2000) yAQ/ISUTH KATAPAKTY METOOM
pakoamynbcudurannu ¢ umiiantauueit MOJy 8 mauueH-
TOB C KEPATOKOHYCOM U OIPP [25]. OfHAKO B UTOT'E BCE ITH
MTALIMEHTDBI UMEJIN HEYOBIETBOPUTENBHYIO OCTPOTY 3PEHUSA
B IIOCJIEONIEPALMOHHOM IIEPHUOJE, YTO ObLIO CBA3AHO C Pa3-
BUTHEM CTOMKOI'O OTEKA POTOBULIBI U/UJIU IIPOIPECCUPO-
BAHUEM KEPATIKTAZUU. DTO NOTPEOOBAIO B IOCIEAYIOMEM
MIPOBENEHNUA KEPATOIIACTUKH Y OOJIBIIMHCTBA MAIJUEHTOB,
BOLIEAIINX B IAHHOE UCCIEAOBAHHUE.

BonpocoM, KOTOPBIHA IO CUX MOP OCTAETCHA OTKPHITHIM,
ABJIAETCS ITUOJIOTUA KOMOPOMIHOCTU KEPATOKOHYCA U
BSAP®. CTOUT OTMETUTD, YTO UMEETCS JIBA BO3MOKHBIX Ba-
PpHAHTA TUONATOI€HE3A JAHHOI'O coYeTaHus. [1epBblif, Hau-
60J1€€ BEPOATHBIN — 3TO CIY4alHOE COYETAHUE JIBYX 060CO-
GJIEHHBIX I'€HETUYECKU JETEPMUHUPOBAHHBIX NTATOJOIUH,
DPa3BUBAIOMIMUXCA HE3ABUCUMO OJHA OT APYT'OM U CBA3AHHBIX
C HAJIMYMEM U3BECTHBIX, HO PA3HBIX MYTALIUH B I'€HAX, U3-
YYEHHBIX /Il KEPATOKOHYCca U OJPP B oTAensHOCTH. [Ipn
3TOM HE UCKJIIOYEHO HAJTUYUE MYTALMHA B OJHOM WA HE-
CKOJIBKMX I'€HAX, OTBEYAIOMMX 32 064 3a060/1€BAHUA OJHO-
BpeMEHHO. TaKkke BO3MOXKHA MyTaIL1A, PETYIUPYIOIAs 9KC-
IIPECCHUIO APYTUX Y/KE U3BECTHBIX IT€HOB, KOTOPBIE CBA3AHBI
U C KEPATOKOHYCOM, U € OIPD.
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Puc. 7. a3 nauyunenta N 3 yepe3 12 mecaueB nocne nosTtopHon TIAM.
a) BbipaxeHHoe MCTOHYeHMe poroBuupl B LeHTpe Ao 359 MkwM; 6) Bennuu-
Ha acturmaTtusma 3,6 [, (38,30 ax 133; 41,90 ax 47) no gaHHbIM Pentacam
(Oculus, TepmaHus); B) G1OMUKpOCKONUA Ma3a NauneHTKN Yepes 12 mecAues
nocne nosTopHoit TI[IM, Ha CHUMKe BU3yanu3npyetca LieHTpanbHoe cy63nu-
Te/nanbHoe CKomneHve reMocuaepuHa - cumntom Pneiwepa (yKazaHo xen-
TO1 cTpenkon), pubpo3Hble M3MEHEHWUS NepefHUX U CPEAHUX CNOEB CTPOMBbI
(yKa3aHo KpacHOW CTpenKoii), Ha cepeAnHe PacCTOAHUA MeXAY KpaeMm 3pay-
Ka 1 nMMBOM BuaeH GMBPO3HO U3MEHEHHbIN Kpail TpaHCNIaHTUPOBaHHOW
AecLemMeToBoi MeMbpaHbl (ykasaHo Genoi cTpenkoii)

Fig. 7. Eye of patient No. 3 12 months after repeated DMEK. a) Severe corneal
thinning in the center up to 359 microns; 6) The value of astigmatism 3.6 D
(38.30 ax 133; 41.90 ax 47) according to Pentacam (Oculus, Germany);
B) Biomicroscopy of the patient's eye 12 months after repeated DMEK,
the image shows the central subepithelial accumulation of hemosiderin -
Fleischer's symptom (indicated by the yellow arrow), fibrotic changes in the
anterior and middle layers of the stroma (indicated by the red arrow), in the
middle of the distance between the edge of the pupil and the limbus is visible
fibrously altered edge of the transplanted Descemet's membrane (indicated
by the white arrow)
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Tabauya

CyMMapHas XxapaKTepuCTMKa NaLMeHTOB N0 Ny6AMKaLUAM, ONMCIBAOWUM KTMHUYECKME clyYan
coyeTaHnA KepaToKoHyca ¢ 3[IP® 1 BapuaHTbl NpoBeAEHHOTO Ie4eHUA, AONONHEHHAA M paclumperHas [20];
cKBo3HaA kepartonaactuka (CKI), tpaHcnnanTauma sHgoTenua ¢ gecuemeroBoit MeMopaHoii (TAM),
3ajHAA aBTOMaTM3MpoBaHHaA nocnoiHaa kepatonnactuka (3AMK), markaa KoHTakTHaA nuH3a (MKJ)

Table

Summary characteristics of patients according to publications describing clinical cases of a combination

of keratoconus with Fuchs’ Endothelial Dystrophy and options for the treatment performed, supplemented
and extended [20]; penetrating keratoplasty (PKP), endothelial fransplantation with Descemet’s membrane (DMEK),
posterior automated lamellar keratoplasty (DSEK), soft contact lens (SCL)

ABTOp Tog cﬁlﬂ:eos Bo3pact/non Bosneqe:l-:;c;z:g::ﬂcl;o(it)mHﬂﬂ (o). Xupypruyeckoe neyenme
AT Year UG Qe Involvement unilateral (u), bilateral (b) SR
of cases
Lipman 1990 1 44 /x 0 CKn
Orlin 1990 5 64/x, 41/, 38/m, 69/x, 15/m A0 A DO CKM, CKMN, ®3K,
Badaro u Trinidade 1995 1 42/x a
Alexandrakis 2000 2 45/x,52/m 0,0 CKI, CKN
Darlington 2001 1 30/m 0
Martone 2007 1 64/% CcKn
Jurkunas, Azar 2006 8 T i;;:( 1?,’//);(( %22/;:( s 0,040,444 L4 A M(}:(QHT::,I’URT.I i
30/m, 75/%, 32/m, 66/, 63/,
37/%, 56/%, 57/x, 69/%, 75/%,
Cremona 2009 30 ggf: ég% igﬁ"(‘ ‘;m‘ ggf: 178130 28 CKM, MKN 2
62/, 42/m, 81/m, 41/, 34/x,
57/%, 51/
Salouti 2010 2 46/, 60/x An MKJI, CKM
Vira 2014 4 41/%, 70/m, T4/m, 52/ A A 0,0 3ATK
Mazzota 2014 1 55/m )i}
Kaushik 2015 1 60/ 4 ®3K
Cooper 2017 1 63/m il T3AM
Gupta 2017 1 56/m o T30M
Parker 2019 10 65‘;//:( 1;27//':'4 277//':4 %‘é//'; %‘;//’: 64, 4o TASM
S e 2021 3 45/, 67/, Th/x 0.0.0 CK%;Q%;?K'
3AKNIOYEHME Bxaj aBTOpPOB B paGoTy:

K coxaneHuIo, peJikasi BCTPEUYAEMOCTb COYETAHUS JIBYX
MATOICHETUYECKA PA3HOPOAHBIX BAPUAHTOB IATOJOTHUU
POrOBUIIBL HE JJAE€T BO3MOKHOCTU U3YUYUTh [€HETUYECKUU
ACHEKT Pa3BUTUA JAHHOH KoMopb6uaHocTH. HepocraTou-
HO KOJIMYECTBO MAIIUEHTOB U, COOTBETCTBEHHO, GUOJIOTU-
YECKUX 0OPA3L0B VI IPOBEJEHUSA '€ HETUUECKOI'O TECTU-
poBaHus. TeM He MEHEE TAKOT'O POZA MALUECHTHI JOJDKHBI Ha-
XOJUTBCS B (POKYyCE BHUMAHUS O TATbMOXUPYPIOB 10 IPU-
YMHE BBIIIEIIEPEYNCICHHBIX 34TPYAHEHUI B OIIPECICHUN
KOPPEKTHBIX AJITOPUTMOB UX IMATHOCTUKU U JICYCHUS.
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B.9. MaJIIOTHH: CyIECTBEHHBII BKJIA/ B KOHLEMIIUIO U IN3aiH PabOThl, PEIaKTUPOBA-
HHE, OKOHYATEILHOE YTBEPK/ICHUE BEPCHH, TTOJIICKAIIECH nyénnmunn.

O.I1. AHTOHOBA: CYIIECTBEHHBIN BKI4J B KOHIEMIINIO U AU3AIH PA6OTHI, CTATUCTHYC-
CKast 06pa6OTKA JAHHBIX, HAIUCAHKE TEKCTA.

3.P. 63eeBa: CylIECTBEHHBIN BKJIA]] B KOHIICIIIMIO U IU3aiH PAGOTHI, CO0P, AHAIN3 U
06pa60TKa MATEPHANIA, CTATUCTUIECKAs OOPA6OTKA JAHHBIX.
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