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PE®EPAT

CuHapom ®paHK-KaMeHeLKoro - ,0cTaTo4HO peAKas rMasHas aHoManus,
KOTOpas XapaKTepu3yeTcs runonnasveii CTpoMbl pajy»Ku ¢ 06HaXXeHeM ero
MUFMEHTHOTO JINCTKA U pa3BUTMEM BTOPUYHO IayKOMbI, Yallie Ha 2-3-M fe-
CATUNETUN XU3HW. [Py TOHNOCKONUY BbIABNAETCA TOHNOAWCTEHE3 B BUJE
«3y6yaToro» 1 nepeHero KpenieHvs KOpHA pajyKK1 rpA3HO-Ceporo LBeTa,
a TaK)Ke BK/IOYEH WA Me30fiepMaibHOi TKaHW B TpabeKynApHOM 30He. TaxecTb
TEYEHUA MayKoMbl OMpeAenseTcA BO3pacToM BO3HUKHOBEHUA M YacTO HO-

CUT 3710Ka4eCTBEHHbIN XapaKTep, nocTeneHHo NpUBOAA K cnenote. CuHapom
®pank-KameHelKoro HabntoAaeTcsA y MyXUWH W OTHOCUTCA K peLiecCUBHOMY
3aboneBaHuto, cLenneHHoMy ¢ X-xpoMocomoii. B cTaTbe npeacTaBneH K-
HWYEeCKWI cnyyaii BnepBble BbIABNEHHO B CEMbe Me3eHXMMaNbHON Ancnna-
3UW PajYKKK, CXOXeit ¢ KNHMKoM cuiapoma PpaHk-KamereLkoro. PaHee no
MYXCKOW IMHUM ceMbU HabnoAanack NUIMeHTHas fereHepaLys CeT4aTKu.

KnioyeBble cnosa:
BPOXOEHHASA 2/1ayKOMQ.

cuHOpom ®paHk-KameHeykoeo, enaykoma,
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ABSTRACT

Frank-Kamenetsky syndrome is a rather rare ocular anomaly, which is
characterized by hypoplasia of the iris stroma with exposure of its pigment
layer and the development of secondary glaucoma, more often in the
2-3rd decade of life. Gonioscopy reveals goniodysgenesis in the form of
«dentate» and anterior attachment of the root of the iris of a dirty gray
color, as well as the inclusion of mesodermal fissue in the trabecular zone.
The severity of the course of glaucoma is determined by the age of onset

and is often malignant, gradually leading to blindness. Frank-Kamenetsky
syndrome is observed in men and refers to a recessive disease linked to
the X chromosome. The article presents a clinical case of mesenchymal
iris dysplasia, first identified in a family, similar to the clinical picture of
Frank-Kamenetsky syndrome. Previously, retinal pigment degeneration
was observed in the male line of the family.

Key words: Frank-Kamenetsky syndrome, glaucoma, congenital
glaucoma.
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pOJK/IEHHAs TJ1ayKoMa — 3a00-

JIEBAHHUE, B OCHOBE KOTOpPO-

IO JIEXXaT BPOXKAEHHBIE AHOMA-
JIUU YIJIA MEPEAHEN KaMEPBl U JIpe-
HA’)KHOM CHCTEMBI IJ1a33, BO3HUKAIO-
M€ B PE3YJIBTATE 3a/ICPKKA B PA3BU-
TUH U JUPPEPEHINAIINHN STUX CTPYK-
Typ. DTO CO3/1A€T NPENATCTBUA OTTOKY
BHYTPHIJIA3HOU KUJKOCTU WIH B 3HA-
YUTEJIBLHON CTENEHU 3ATPYINHAET €TO,
YTO NPHUBOJUT K IOBBIMIEHUIO BHY-
TpuriaasHoro gasnenua (BID). K atu-
OJIOTUYECKUM (PAKTOPAM HM3MEHCHUI
B CTPYKTYPE I71a34 OTHOCAT UH(EKIIU-
OHHBIE 3200JIEBAHUSA MATEPHU BO BpeE-
MdA 6EPEMEHHOCTH, 9HJOKPUHHBIE HA-
pyHEHUH, TUIIO- 1 aBUTOMHMHO3DI, MH-
TOKCHUKAIIMH, HOHU3UPYIOIIEE U3/Tyde-

Hue. YacToTa HACAEACTBEHHBIX (DOPM
COCTaBJIAET OKOJIO 15% [1].

Cungpom Ppank-Kamenenxkoro —
JOCTATOYHO peJIKas Ta3Hasd aHOMa-
JIASA, KOTOPAA XAPAKTEPU3YETCA I'MITO-
IJTa3UEN CTPOMBI PaJy’KKU C OOHAXKE-
HHEM €TI0 MMI'MEHTHOTI'O JIMCTKA U Pa3-
BUTHEM BTOPUYHOM ITIAYKOMBI, YaIIe
HA 2-3-M AECATWIETUN KU3HU [2].

JaHHBIT CUHAPOM BIEPBBIE OBLI
onucan B 1925 rogy mnpodecco-
pom HMpKyTCKOTO MEIUIIMHCKOTO MH-
crutyra 3axapueMm [puropbeBndem
Opank-Kamenenkum [3], KOTOPBI
CUNATAJI AHOMAJINIO HAUOOJIEE XapaK-
TEPHOU 1A KuTened MpKyTCKoi 06-
J1ACTU U 326aKanbs. IT0TOM BBIACHU-
JIOCB, YTO EAMHUYHBIE CJTy4ar BCTPEYa-
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I0TCS ¥ B /IPYTUX pernoHax Poccun [4].

CuHgpoM Opank-KameHnenkoro
Ha6JII0AETCA Y JIUL] MYKCKOTO 110J14 U
OTHOCHTCA K PELIECCUBHOMY 3ab0J1e-
BAHUIO, CLEIUVIEHHOMY C X-XPOMOCO-
MOW, XOTA B IOCJAEAHEE BPEMA IOSB-
JIAIOTCS IAHHBIE O €IMHUYHBIX CIy4a-
AX PA3BUTHA IJIAYKOMBI IPU CUHAPO-
Me PpaHk-KaMeHeKoro y JKeHIuH [5,
6]. My)XYHHBI, HOCHTE/IN I'€Hd, HE TIe-
pPEAIOT JAHHBIA I'€H CBOUM CBIHOBb-
AM, JIOYEPH JKE SABIAIOTCA HOCUTEIEM
MATOJIOTUYECKOI'O T€HA U UMEIOT MHU-
KponpusHaku cuHapoma dpank-Ka-
MEHEIKOro. JIFo60¥ 13 ChIHOBEI KECH-
IIUHBI-KOHYKTOPa uMeeT 50%-e naH-
Cbl HACTENOBAHUA IATOJOTHYECKOTO
resa [2].
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Jna cunppoma Gpank-Kamenenko-
IO XapaKTepHO (POPMUPOBAHUE MEM-
OpaHbl, MPOBOIUPYIONEH H3OBITOY-
HYIO 3HAOTEIUAIBbHYIO Tponudepa-
LIMIO U UPUJOKOPHEATBHOE CPAIEHUE
B COYETAHUU C ME3OEPMAIBHOM aTPO-
¢uen pagyxku. [Tocnegnas npuodpe-
TAET JIBYXIBETHBIN BU/], IPUYEM IIPO-
1IECC BCEI/A JBYXCTOPOHHUM. 3pau-
KOBBIH TOSIC 32 CYET OOHAKEHUS [TUT-
MEHTHOTI'O JIUCTKA BBIIVIIAUT KAK JKEJI-
TOBATOE MJIM CEPOBATOE KOJIBLIO C POB-
HOM M BATOOOPA3HON NOBEPXHOCTBIO.
uinapHbIN MOSIC ©UMEET OOEE TeM-
HBI KOPUYHEBBIM IIBET 32 CUET OO-
JIEE BBIPAKEHHOMN aTPO(PUH CTPOMBI.
ITpy TOHHOCKOIINU BBISBIISIETCS TOHU-
OJJUCTEHE3 B BUJE «3yOUaTOrO» U Ie-
pPENHETO KPEIJIEHUS KOPHS PaTYKKH
I'PA3HO-CEPOTO 1IBETA, a4 TAKKE BKIIIO-
YEeHUs ME30/IEPMAJIbHOI TKAHHU B TPa-
OeKynsIpHON 30HeE. TKECTh TEUEHUS
[JIAYKOMBI OIPEAEIAETCA BO3PACTOM
BO3HUKHOBEHUA U YACTO HOCHUT 3JI0-
Ka4ECTBEHHBIN XAPaKTEP, MOCTEIECH-
HO NIPUBO/AA K ciiennore [2, 7, 8-10].

LLENb

[IpeacTaBuTh KIMHUYECKUN CTydan
BIIEPBBIE BBIABICHHON B CEMbE ME3EH-
XUMaJIbHOM IUCIIA3UH PATYKKA, CXO-
JKEU C KIIMHUKOM cuHjpoma Ppank-Ka-
MEHEIKOTO.

MATEPWUAN U METOAbI

O6ceqoBaHUE MALMEHTA BKIIOYA-
JIO NPOBEJIEHUE PEPPAKTOMETPUN C
HCIOJIb30BAHUEM aBTOpPe(dpPaKTOME-
Tpa «Tomey RC-5000»> (ITepmanus), Bu-
30METPUH, TOHOMETPHUU TOHOMETPOM
Maxknakosa (T10), OMOMHUKPOCKOIIMHI
iesieBon mamnou «Shin Nipon» (Slno-
uust) «SL-45> mpu yBenudenuun 106X,
TFOHHOCKOIIUY IIPH IIOMOIIU JIMH3BL
[onpAMaHa, TAXUMETPUH, AHAIN3ATO-
pa omnpepeneHus rpaHull, Ae(EKTOB
U CBETOBOM 4yBCTBUTEJIBHOCTU IIOJIS
3penusn «[lepurect» (Poccus). Onru-
YECKyI0 KOTEPEHTHYIO TOMOI'PadUIO
(OKT) sBpIONHANIM Ha TOMOTIpade
«Heidelberg Engineering» (Iepmanus) —
Canon (fInonus).

PE3YJIbTATbI U OBCYXAEHUE

Ha npumem o6parwiace mMama C
10-1€THUM CBIHOM C 3Ka71006AMU HA «CE-
pBl€ TATHA» HA PAJYKKE €ro MPaBoro
ry1a3a. Briepsbie 3ameTnia JJaHHbIE 13-
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MEHEHHMA HA IEPBOM IOy JKM3HHU pe-
6eHKa. HacieACcTBEHHbIA aHAMHES OT4-
TOIEH — I10 MYXKCKOM JIMHUHU CO CTO-
POHBI MAaTEPU OTMEYAETCS IMUTMEHT-
Hasg J€T€HEPALUA CETYATKU.

Status ophthalmicus. Busomerpus:
NpaBbIf 1143 - 1,0, neBbit 11a3 - 0,2 ¢
Koppekruei -2,5/ =1,0. lanasie 61o-
MUKPOCKOIIMYECKOTO HCCAEAOBAHUA:
NEPENHNUNU OTPE3OK I71a3 CIIOKOEH, PO-
roBUIIA IIPO3pauHasd, NEPEHAd Ka-
Mepa cpegHen IIyOuHBbL [IByXIIBET-
Hasd TUNOIUIA3MA PAIYKKH, LMIMAP-
Has 30HA TEMHO-KOPUYHEBOTO 1IBETA,
3PaYKOBas 30HA C BATOOOPA3HOU IO-
BEPXHOCTBIO yTojmeHa. [Ipu aToM Ha
OD omna ceporo nsera (puc. 1), rorga
Kak Ha OS — C )KEJITOBATBIM OTTEHKOM.
3pavyoK IPABUIBHOM KPYIJION (DOPMBI,
CAUMMETPUYHBIN, PEAKIIMA €I'0 HA CBET
JKHUBad. E,E[I/IHI/I‘{HI:IC OTJIOKCHUA ITHTI'-
MEHTA Ha NEPEAHEN KAICYJIE XPYyCTa-
JiKa. [ry6oKenexamye OTAeNbl HE 13-
MEHEHBDI.

[Ipy 1TpoBEeAECHUU TOHUOCKOIINH
BBIABJIEH CHMMETPHUYHBIA TOHUIACTE-
Hes Il crenenu B BUJE 3y64aTOrO IpHU-
KPEIUIEHNUA KOPHS PalyKKH C OCTaT-
KaMH ME3EHXMMATIbHOU TKAHH PbIKE-
IO OTTEHKA.

[Ipu mpoBeAECHUN KOMITbIOTCPHOM
NIEPUMETPUM MATOJOINYECKUX HU3ME-
HEeHUM He BbigBieHO. BI'/] mo Makimako-
By: OD — 18 MM pT.CT.,, OS — 18 MM pT.CT.
[Maxumerpust: OD — 629 mxMm, OS —
618 mxM. Tlepeane-3a/iHsis OCh I71a3a:
OD — 25,3 MM, OS — 25,52 mM. JlaHHbBIE
OCT 060uX I71a3: 3KCKABALIMS IMCKA
3purenpHOro Hepsa ([A3H), Tommuna
ero coxpanena. OCT nepepnero or-
pe3Kka OOOHUX IUI1a3: MEPEAHAA KaMepa
CpeAHEN ITTyOUHBL, YT'OJI €€ 3AKPBIT JJ1€-
MEHTAMM PAZYKKH, TPOMHIb KOTOPOK
BOTI'HYT, CTPYKTYPa CIJIAKEHA, OTMEYa-
€TCsl UCTOHYEHHE €€ CTPOMBI, yTOJIIIE-
HHE Y 3pAYKOBOIO Kpas (puc. 2).

[TauueHTy GBI BBICTAB/IEH JUATHO3:
JUCTPODUA PATY KKK OOOMX 1713, CUH-

apoMm ®pank-KaMeHenKoro, rpymnmna
pucka 1o rinaykome. Muonus I cr. Jie-
BOT'O I71A34.

OCHOBaHMEM I IOCTAHOBKH JIAA-
I'HO34 SABJISAINCD:

M3MeHeHus pasyKKy, BbIABJIEHHBIE
Ha IIEPBOM I'O/ly JKU3HHM ITAIJUEHTA,;

JaHHbBIE OGMOMHKDPOCKOIIMH: JIBYX-
[BCTHAS T'UIIOIVIA3UA PATYKKU, ITUTH-
apHas 30HA TEMHO-KOPHUYHEBOI'O 11BE-
T4 C YTONIEHUEM 3PDAYKOBOM 30HBI C
BATOOOPA3HON MOBEPXHOCTBIO: OD —
ceporo nseta, OS — € KEITOBATBIM OT-
TEHKOM;

JanHble TOHHUOCKOIHH: CHUMME-
TPUYHBIN TOHUAUCTeHe3 Il creneny B
BU/JIE 3y0YaTOrO NPUKPEIUIEHUA KOPHS
PagYKKH C OCTATKAMH ME3EHXUMaJIb-
HOW TKaHY;

Pesynsrarer OCT riepeiHeEro oTpes-
Ka OOOHX I71a3: IEPEHsASA KaMePa CPEJ-
HEU ITTyOUHBI, YT'OJI €€ 3aAKPbIT JJIEMEH-
TaMM PA/TYy’KKH C BOTHYTBIM IPO(HIIEM,
Y CTTIAKEHHOM CTPYKTYPOH, UCTOHYE-
HHEM CTPOMBI U YTOJIIEHUEM Y 3paAY-
KOBOTO KPasi.

s yroyHeHus JuUarHos3a pPeKo-
MEH/IOBAHO [JaJbHENIIEE JAUHAMHUYE-
CKO€ HabJo/IeHuE ¢ KOHTposeM BT/,
KOMITBIOTEPHOU NEPUMETPHUU U COCTO-
auuda [I3H, a Taxke KOHCYJIBTAIus Te-
HETHKA.

Puec. 1. MpaBbiii rnas. iByxuBeTHas runonnasus
PaAyXKw, LMNNapHas 30Ha TEMHO-KOPUYHEBOTO
LiBeTa, 3payKoBan 30Ha YTOJILLEHa, CePOro LiBeTa

Puec. 2. MpaBeblit mas. OnTnyeckan KorepeHTHas ToMorpadusa nepesHero otTpeska rnasa
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Knunuueckuil cayuail 6nepenie 6biA61eHHOI 8 CEMbE ME3CHXUMANGHOU OUCTINASUL. ..
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3AKNIIOYEHUE

JIUTEPATYPA

ITpuBEIECHHBIA KIMHUYECKUNA CITy-
4al WHTEPECEH TEM, 4YTO IpPHU Ha-
JIMYUU BCEX IIPU3HAKOB CHHAPOMA
OpaHK-KaMEeHEKOTO B CEMbE OTCYT-
CTBOBAJIA CHEIU(PUICCKAS TCHETUYEC-
CKas CBA3b. XOTs obpamaer Ha cebs
BHUMAHUE HAJTUYUE B CEMETHOM aHa-
MHe3€ Ipyrof HAC/IEJCTBEHHOM aTO-
JIOTUM — TUTMEHTHOU JIET€HEPALUN
ceTYaTKU. JJaHHBIN C/Iy4al YKa3bIBACT
Ha HEOOXOUMOCTD JAJIbHEHUIIIETO U3-
YYEHUS IFEHETUYECKUX OCOOEHHOCTEN
HacnenoBanus cuaapoma Ppank-Ka-
MEHEIKOT'O U, BO3MOKHO, TIOUCK CBSI-
34U C IUI'MEHTHOU JleTeHepaLuei cer-
YATKH.
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