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PE®EPAT

CuHapom Gnedapodumosa (nanbnebpanbHblil CUHAPOM) = CNOPaANYECKOe N HACNeACTBEHHOE reHeThYecKoe 3aboneBaHve,
nposBAfioLeecs NPeMMyLLeCTBEHHO U3MEHEHUAMM BeK B Buae 6nedapodmmosa, NTo3a BepxHero Beka, 06paTHOro anuKaH-
Tyca v TenekaHtyca. KnmHmKa cMHApoMa He orpaHMuMBaeTcA yKasaHHbIMU npoasneHuamu. OTcyTCTBUE B IUTepaType AaH-
HbIX O TUMAX CTPOEHUA 1 0COBEHHOCTAX BHYTPEHHEro yria rnasa y nauMeHToB ¢ najbne6panbHbiM CMHAPOMOM, @ TaKxKe pe-
KOMeHZAaUMi No KOppeKL MK 3TOr0 COCTOAHMA NOCYXWAU NOBOAOM ANA NpoBeAeHUA ucciesoBanna. Llenb. AHanns pasHo-
06pa3us u paspaboTka knaccuduraumum hopm BHYTPEHHEro yria rnasa C UCnojb30BaHNeM MeTofa reoMeTpruyeckoin Moptho-
MeTpUU ANA NOCTeAYIOLLEro YCOBEPLIEHCTBOBAHNA TAKTUKM fleYeHUs NaLMeHToB ¢ nanbnebpanbHbIM CUHAPOMOM W co3a-
HWA AnddepeHLMpoBaHHOTO XMpypruyeckoro noaxoaa. Matepuan u Mmetoabl. AHanu3 GopM BHYTPEHHEro yria npoBOAWI-
CAl Ha OcHoBe (poHTaNbHbIX hoTorpaduii nauveHToB. CbeMKa NPOBOAMIACH NPV AHEBHOM OCBELLEHMN C NOMOLYbIo Ludpo-
BOro (hoToannapara c 0AHOO U TOrO e paccToAHWA 1 pakypca. Beero Gbino npoaHanusmposaro 40 doTtorpadwmin naumen-
TOB ¢ nanbnebpanbHbiM cuHapoMoM 1 20 cnyyaiiHo oTo6paHHbix dhoTorpaduit nauvenTos 6e3 Hero. ins npoBeAeHMs aHa-
nn3a Gbin NpUMeHeH MeTog reomMeTpuyeckoit Mopdometpuu. Pesynbrathbl. Mo pe3ynbraTaMm aHann3a METO40M rMaBHbIX KOM-
noHeHT «PCA» Bbln nonyyeH rpaduk ¢ AByMA OCAMU U MHOXKECTBOM TOYEK-MapKepOB, KaxAas U3 KOTOpbiX 0603HaYaeT BHy-
TPEHHWIA YroN rnasa KaxAoro oTAeNbHOro nauvexTa. Bece ncenegyemble cnydam 6binm pasgeneHbl Ha 4 4eTKO OTrpaHUYeHHbIX
MHOXeCTBa: 0AHO MHOXECTBO COOTBETCTBYET rpynmne yrioB y nayueHToB 6e3 nanbnebpansHoro cMHAPoOMa, 3 MHoXecTBa -
naumeHTam c nanbnebpanbHbiM cuHApoMoM. 3akntovyeHue. CTaTUCTUYeCKUI aHaNU3 NO3BOUA BbIAEANTb 3 3HAYMMO OT/U-
yatowmecs Apyr oT apyra GopMbl BHYTPEHHMX YI0B rna3a npy nanbnebpanbHOM CUHAPOME, @ TaKXKe NoKa3an 3HauuMble oT-
nnuns GopM BHYTPEHHMX YINOB Y NaLMeHTOB ¢ cuHapoMoM 6nedapodurmosa no cpaBHEHUIO ¢ NaumeHTaMm 6e3 3Toro CuH-
Apoma. MonyyeHHble pe3ynbTaTbl OTKPbIBAIOT HOBbIE BO3MOXHOCTW 1 MOTYT CTaTb OCHOBOM AnsA pa3paboTku anddepeHuu-
POBaHHOI0 NoAX0/Aa K JIeYeHNI0 TaKNX NaLeHTOB.

KnioueBble cnoBa: cuHdpom 6nepapopumosa, nansnebpansHbili cuHOpoM, MeduanbHbll y2on eaa3a, BHympeHHul yeon ana-
3a, popma BHympeHHez20 ya/a, 2e0Mempuyeckas Mmoppomempus
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Analysis of the diversity of the shape of the medial angle of the eye in patients
with blepharophimosis syndrome using the method of geometric morphometry
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ABSTRACT

Blepharophimosis syndrome (palpebral syndrome) is a sporadic or hereditary genetic disease, manifested mainly by chang-
es in the eyelids in the form of blepharophimosis, ptosis of the upper eyelid, reverse epicanthus and telecanthus. The clin-
ic of the syndrome is not limited to the above manifestations. The lack of data in the literature on the types of structure and
features of the medial eye angle in patients with BPES syndrome, as well as recommendations for the correction of this syn-
drome, prompted the study. Purpose. Analysis of the diversity and development of classification of the forms of the medi-
al eye angle using the method of geometric morphometry for the subsequent improvement of treatment tactics for patients
with BPES syndrome and creation of a differentiated surgical approach. Material and methods. Medial angle shapes were
analyzed on the basis of frontal photographs of patients. The photographs were taken in daylight using a digital camera
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from the same distance and angle. A total of 40 photographs of patients with BPES syndrome and 20 randomly selected
photographs of patients without it were analyzed. The method of geometric morphometry was used to perform the analysis.
Results. Based on the results of the analysis by the PCA principal component method, a graph with two axes and a set of
marker points was obtained, each of which indicates the medial corner of each individual patient. All the studied cases can
be divided into 4 clearly delimited setfs: one set corresponds to a group of angles in patients without BPES syndrome, three
sefs correspond to patients with BPES syndrome. Conclusion. Statistical analysis allowed us to identify three significantly
different forms of medial angles in BPES syndrome, and also showed significant differences in the forms of medial angles in
patients with BPES syndrome compared to patients without this syndrome. The obtained results open new possibilities and
may become the basis for the development of a differentiated approach to the treatment of such patients.

Key words: blepharophimosis syndrome, palpebral syndrome, medial angle of the eye, inner angle of the eye, geometric mor-

phometry
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AKTYAJIbHOCTb

M03a, BPES) — 3TO cnmopagudeckoe Win HaCIe[-
CTBEHHOE TI'€HETUYECKOE 3200JI€BAHUE, KOTOPOE
UMEET ayTOCOMHO-I[OMI/IHH.HTHHﬁ TUIT HACJICJOBAHMHA U
TIPOABIACTCA MIPECUMYIIECCTBEHHO MU3MCHCHUAMU BCK B BU/IC
nT032, 61ePapoPruM03a, 0OPATHOIO AMUKAHTYCA U TEIEKAH-
Tyca [1-3].
OO6paTHBIIA SMMKAHTYC OIIMCBIBACTCS KAK KOKHAS CKIA] -
Ka, UAYIas OT HUKHETO BEKA K BHYTPEHHEMY YIUly 71232, 6€3
YTOYHEHUSA JIETAICH CTPOCHUA 3MUKAHTAIBHON CKIAJKA 1
CTEIIEHU €€ BBIPAKEHHOCTH. TeIEKAHTYC XaPAKTEPUIYETCH
YBEIMYCHHBIM PACCTOSHUEM MEKY BHYTDECHHUMH CITaNKa-
MU IIPU HOPMAJTbHOM MEK3PaYKOBOM PacCTOsHUU. Ha Kop-
PEKIINIO 3TUX MPOABICHUH NATbIEOAIBHOIO CUHIPOMA Ha-

I_I ANBIIEOPATBHBIN CUHIPOM (CUHPOM Onedapodu-

MPAaBJIEHO MHOXECTBO METOAMK [4—10]. IIpn 3TOM HU B Of-
HOM U3 NMyOIUKAIUI HE Y/EJICHO BHUMAHUS COIYTCTBYIO-
UM U3MEHEHUSAM BHYTPEHHETO YIJIA 171434 Y TAKUX MallU-
€HTOB.

J10 BBIIOJIHEHUS 3MUKAHTOIIACTUKHU 110 JTI0O0M U3 Cy-
MIECTBYIONUX METO/AUK BHYTPEHHUI yroyl IPUKPHIT 3IU-
KAHTATBbHOMN CKIAZKOH, U U3MEHEHHE €ro (pOpMBI CTAHO-
BUTCSl OYEBU/IHBIM TOJIBKO IIOCJIE TIPOBEJEHUA ONEPAITUU.
BHYTpPEHHUI yroy PACHIMPEH U MOXKET UMETh PA3IUYHYIO
KOH(UIYPALMIO Y PA3HBIX MALUEHTOB (puc. 1). D10 0bycna-
BJIMBAET HEY/IOBJIECTBOPEHHOCTD ITPOBE/ICHHBIM XUPYPIrude-
CKHM JICYCHUEM, HEJJOCTATOYHBIA CTCTUICCKUI PE3YIIBTAT,
JIAKE MIPHU ITOJHOM YCTPAHEHUHN 3MUKAHTYCA U OTCYTCTBUU
3aMETHBIX PYOLIOB (puc. 2).

VYUTBIBAsA OTCYTCTBUE BIIUTEPATYPE LAHHBIX 00 OCOOEH-
HOCTSIX BHYTPEHHETO YIVIA I71a3a IPH 651€(papoPUMO3e U, CO-
OTBETCTBEHHO, METO/IOB U KDUTEPHUEB €I'0 OLICHKH, 4 TAKXKE

Puc. 1. PasHooGpasve Gopm BHYTpeHHero yrna npu nanbnebpansbHoM CUHAPOME

Fig. 1. Variety of medial angle shapes in BPES syndrome
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Puc. 2. B|/|3yanv|3auvm V3MEHEeHHOro BHYTpPeHHEero yria noclie BbiMOJHEHUA 3MNKAHTONNACTUKKN

Fig. 2. Visualization of the medial angle after epicanthoplasty

PEKOMEHAIINI ITO KOPPEKITUU JJAHHOTO MPOSBICHUA CUH-
JIpOMa, TIPOBE/ICHUE NCCIICJOBAHMS B 3TOM HAIIPABICHUH SIB-
JIAETCS AKTYAJIbHOM 33/Ja4ell.

113)]

AHanm3 pa3zHoo6pa3us U Pa3paboTKa KIACCUPUKAITUN
(bopM BHYTPEHHETO YIJIA 71432 C UCIIOIb30BAHUEM METO/1A
TrEOMETPUYECKOU MOPPOMETPHUHU /IS MOCIEAYIOMIETO yCO-
BEPUICHCTBOBAHUS TAKTUKHU JICUCHUS TALIMEHTOB C NaJIblIC-
OGpaJIbHBIM CHHIPOMOM U CO3JaHus AU PepeHInPOBAHHO-
IO XUPYPrudeCKOro NogxX0/d.

MATEPWAJI U METO/bI

Ananus (popM BHYTPEHHETO YIJIA 71434 IPOBOJAUIICA Ha
OCHOBE (DPOHTANBHBIX (POTOrpadUil NALUEHTOB, OOPATUB-
HINXCA B OT/IE]I PEKOHCTPYKTUBHO-BOCCTAHOBUTEILHOM OKY-
soracTuku GrAay «<HMUIL] «MHTK «MuUKpOXUpyprus rinaza»
nMm. akaz. C.H. degoposa» B nepuoj ¢ 2020 mo 2023 r. CbeMKa
IIPOBOJMJIACH TP JHEBHOM OCBEIIEHHUU C TOMOMIBIO LA (-
poBOTo HOTOANMIAPATA C OJHOTO M TOTO K€ PACCTOAHUA U
pakypca. Becero 6110 npoananuznuposano 40 ¢pororpaduit
MAIMEHTOB C NaTbIIEOPATbHBIM CHHPOMOM U 20 ClIy4arHO
OTOOPAaHHBIX (POTOIPadUH NAIUEHTOB O€3 NATbIEOPAILHO-
I'o CMH/IPOMA JIJI1 CPABHEHUA C OCHOBHOM I'PYNIION.

Jna nposeieHus aHaIU3a ObUl IPUMEHEH METO]L I'€O-
METPHUYECKON MOPGHOMETPHH, CO3/IAHHDIN U1 yCTPAHEHHUSA
HEJOCTATKOB KJIACCUYECKOH MOP(OMETPUH, KOTOPAS Y4U-
TBIBACT JINHEHHBIE 1 OOBEMHBIE METO/IbI U3BMEPEHUS, HO HE
JIAET IIPEACTABIEHNA O TEOMETPUN M KOH(PUTYPAITUN U3Y-
4aeMBIX OOBEKTOB [11].

CyTb T€OMETPUUYECKON MOP(POMETPUHN 3AKIIOUAECTCSA B
OLICHKE M ONUCAHUU (POPMBI OOBEKTOB Hd OCHOBE CIIELIU-
ATIBHBIX METOK M IIOJYMETOK, UMEIOINX KOOPAUHATEI B IBYX-
MEPHOM MJIM TPDEXMEPHOM IIPOCTPAHCTBE. METO/ ITO3BOJIACT
CPpaBHUBATb MOP(OIOTHIO OOBEKTOB, A TAKKE UX KJIACCUPU-
nMpoBath [12]. OH y:Ke HalIe IMHUPOKOE NIPUMEHEHUE B Ap-
X€OJIOI'MH, TAJIEOHTONIOT UM, OUOJIOTMH U MEAULIUHE, 4 B I10-
CJI€JHUE IOJbl MOSBUIMCh UCCIENOBAHUA U B 0OJIACTH O(-
TanpMosoruu (13, 14].

[Tpr MOMOIIM CHEUATU3UPOBAHHON MPOTPAMMEI tpsDig
BCE UCcaeayeMble (poTorpaduu Npeod6pa3OBbIBAIIUCE B €/11-

Puc. 3. Paametka oTtorpadmu BHyTpeHHero yrna naHaMapKaMmu v nonynans-
mapkamu B nporpamme tpsDig2

Fig. 3. Marking a photo of the medial angle with landmarks and semilandmarks
in the tpsDig2 program

HbIiA (aiin TPS, KOTOPBIH 3aT€M IEPEHOCUIINA B IPOTPAMMY
tpsDig2 [15]. 3pech 6BITH PACCTABICHBI METKU-TAHIMAPKH
1 NOJIyJIAHAMAPKH, MAKCUMAJIBHO XapaKkTepuaylomue (Gop-
MY BHYTPEHHET'O yIJIA 11a34. TpU y3/10BbIE€ METKU-JIAHMAP-
KM [IPOCTABIANIUCD B 06J1ACTU BEPXHEN M HUKHEN CIIE3HBIX
TOYCK, 4 TAKKE B BEPIIUHE yI1a. II0 KOHTYPY BHYTPEHHEIO
yIIa MEXIY TaHAMAPKAMU HAHOCHUIUCh BCIIOMOT'ATE/IbHBIE
METKH — IOTYJAHJMAPKH B KOJU4deCTBe 30 ITYK HA PABHOM
PACCTOSIHUM JIPYT JIpyra i O0JI€€e JIeTaIbHOIO OTOOpaXKe-
Hus POPMBI yIiia (puc. 3).

[Mocnenylonmui aHaanu3 JAHHBIX MPOBOJUJICS B KOM-
bIOTEPHOM nporpamme Morpho] [16]. [Tocse 3arpysku B
nporpammy TPS ¢arina ¢ KoopauHaTAMH BBIIIOJIHEHO TIpo-
KPYCTOBO BbIPABHUBAHUE. JJaHHBIN MHCTPYMEHT I103BOJIS-
€T YCPEJHUTD MOJOKEHUE KOOPAUHAT TOYEK, KOTOPOE He-
06XOMMO /Il UCKJIIOUYEHUS BIMAHNA PA3INYNNA B pa3Me-
pax 0O'bEKTOB Ha IOJIy4aeMbIE PE3YIBTATHL. CO3/JaHUE IIPO-
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Puc. 4. Pesynbrathl aHann3a Gopm BHYTPEHHEro yrna MeToJoM rnaBHbIX KoMnoHeHT «PCA» ¢ BU3yanusauueil pacnonoxeHna Ha rpaduke copmnposaH-

HbIX Fpynn

Fig. 4. Results of the analysis of the medial angle shapes by the principal component analysis method «PCA» with visualization of the location on the graph

of the formed groups

KPYCTOBBIX BIPAaBHHUBAHUM JJAHHBIX BIOMPAIOCH B PA3/IEIE
«Preliminaries» nporpammel Morpho].

3aTeM BBITIOJIHSIIA CTATUCTUYECKUH aHATNU3 IAHHBIX M€E-
TOJOM ITIABHBIX KOMOOHEHT «PCA». OH SBISIETCS OOHUM U3
OCHOBHBIX CIIOCO60B COTIOCTABUTH PA3MEPHOCTD TAHHBIX C
OoTEPEN MUHUMYMA HH(POPMAITUHN.

PE3YNIbTATbI U OBCYKEHUE

DTO NEpBOE UCCICJOBAHUE, ITOCBANIEHHOE OIMUCAHUIO
OCOOEHHOCTEN U OIIEHKE (POPMBI BHYTPEHHETO YIJIA 171434
pu cuHApoMme 6aedapodumosa.

I[To pesynsraTam «PCA» anain3sa 6bUl OMyd€eH rpaduk ¢
JBYMs OCSIMH U MHOKECTBOM TOYEK-MAPKEPOB, KAKAsA U3 KO-
TOPBIX OO03HAYAET BHYTPEHHUH YIOJI KAKIOT'O OTAETBHOIO
MannueHTa (puc. 4). Topu3oHTAIBHASA OCh OTPAXKACT OTIUYINL
10 IIEPBOI IVIABHOU KOMIIOHEHTE, BEPTUKAIbHASA — I10 BTO-
pori. Ilepsas rnasHas komnoHenTa (PC1) sreiasuna 82,21%
U3MEHYMBOCTU KOH(PUIYPALUN PACCMOTPEHHBIX BHYTPEH-
HMX yI710B, Bropasd (PC2) — 12,75%. CymMMapHBIA IPOLIEHT Ba-
PHAINH T10 JIBYM ITABHBIM KOMIIOHEHTAM COCTABUI 94,96%.
DTO 0O3HAYAET, YTO ITH JIBE€ KOMIIOHECHTBI IPAKTUYECKH M1OJI-
HOCTBIO 3dXBATHIBAIOT OCHOBHYIO HH(OPMALIUIO U BAPUATUB-
HOCTb (POPM BHYTPEHHHUX YIJIOB I71a3 MAIIUEHTOB.

Ha npezacrasieHHOM rpapUKe BCE UCCIIEAYEMBIE CIYIan
MOTYT OBITh PA3JEIEHBl HA 4 YETKO OTIPAHUYEHHBIX MHO-
JKECTBA HA OCHOBAHMH TNIOTHOCTH CKOIJIEHUA 0O03HAYAIO-
IIUX UX TOYEK-MAPKEPOB. EC/IM pacCMOTPETh KOHKPETHBIC
(bOpPMBI, KOTOPBIE BOILIN B COCTAB 3TUX I'PYIIIL, TO BBIACHUT-
cA CIeylonee:

40

I'pynna «A» BKIIOYAET B C€OS BHYTPEHHUE YIJIBI MAIU-
€HTOB C OCTPOM, 3aBBIIIEHHON BEPIIUHONM yIJId U HAKIOH-
HBIM BHYTPEHHHUM KOHTYPOM. TaKue yIJIbl OJTYYHIN Ha3Ba-
HHE POMOOBUHBIX.

I'pymna «B» BtodaeT B ce6s1 U300paKEHNS BHYTPEHHUX
YIJIOB C BEPTUKAIBHBIM BHYTPEHHUM KOHTYPOM M OTCYT-
CTBUEM OJJHOM APKO BBIPAKEHHON BEPIIMHEL JJaHHAA IPyTI-
112 YITIOB ObLJIA OXAPAKTEPU30BAHA KAK KBA/IPATHLIE.

B rpymny «C» BOIIIM N300PaKEHUA BHYTPEHHUX YIJIOB
MMAIIEHTOB 6€3 CUHAPOMA 61e(apoPrUMO32, 9TO TOKA3BIBA-
€T UX 3HAYMMOC OTJINYHUE OT JPYTUX I'PYIIIL.

I'pynma «D» BKII0UaeT B ce6s1 BHYTPEHHHE YIJIBI 6€3 IPKO
BLIPAKEHHON BEPIINUHBI C IVTABHBIM, 3AKPYIJIEHHBIM KOHTY-
poM. COOTBETCTBEHHO BU3YAJIbHOI (DOPME, TAKUE YIJIBI I1O-
JIYYWJIM HA3BAHUE OKPYIJIBIX.

Buemnunii B NAIMEHTOB C CUHAPOMOM Onedapodu-
MO34, BOIIEMINX 1O PE3YJIBTATAM AHAIN3a B TPYNILL A, B 1
D nipejicrasiieH Ha pucyrke 5.

3AK/NIOYEHUE

CTaTUCTUYECKUN aHAIU3 (POPM BHYTPECHHHUX VIJIOB
[J1a3 y MAIUEHTOB C CUHAPOMOM 6sedapodrumosa ¢ uc-
[OJIb30BAHUEM METOOB T€OMETPUUCCKOI MOphOMETPUU
MIO3BOJIWJI BBIJCIUTD 3 3HAYUMO OTIMYAIOMIUECS APYT OT
Jpyra GOpMbl BHYTPEHHUX YIJIOB NPHU MAJIbIEOPATHBHOM
cunzipome. OH TAKKE MTOKA3aJ1 3HAYUMbIE OTIMYUA (POPM
BHYTPEHHUX YIJIOB IJ1a3 Y NAITUEHTOB C CUH/[POMOM OJie-
¢dapodrmMo3a B CPABHEHUHU C TAITUEHTAMU 6€3 3TOTO CUH-
Jpoma.
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Puc. 5. [pynnbl BHYTpeHHMX yrnoB no hopme, nofy4eHHbIe METOA0M reOMeTpuyecKon MopomeTpum

Fig. 5. Shape groups of medial angles obtained by geometric morphometry

IToy4EeHHBIE PE3YIBTAThl OTKPBIBAIOT HOBBIE BO3MOKHO-
CTH /151 OLICHKU KIMHUYECKOI'O COCTOSHMSA ITALIMEHTOB C MaJIb-
Me6PATLHEIM CHHAPOMOM U MOTYT CTATh OCHOBOF JI7Is pa3pa-
60TKM 1U(PPEPEHIIPOBAHHOIO NOIX0JA K UX JIEYEHHUIO.
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