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PED®EPAT

Bo BTOpOI YacTH Halero 063opa NpoaHaAu3uPOBAHEI O(PTaAB-
MOAOTHYECKUEe (DEHOTHUIIBI TPY TAKUX HACAEACTBEHHBIX OP(aHHBIX
cuHpapoMax, kak Cornelia de Lange, Wilson, Goldenhar, Senior-
Loken, Alstrom, Alagille, xapakTepu3yIOIIMUXCsl COYeTaHHOM I1aTo-
AOTHEN OpraHa 3peHus U moveK. [1pu 9TuX cmHApOMax HabAIoAa-
eTCsl TSKEABIN T0UeYHbIM (DeHOTHUII C BEICOKMM PUCKOM IIpOorpec-
CHPOBAHUA B XPOHIUUECKYIO 00AE3HE [I0UeK Y IAl[HeHTOB B AETCKOM
BO3pacTe. AaHHBIE AUTEPATYPHI CBUAETEALCTBYIOT O T€TEPOreHHO-

CTH O(PTaABMOAOTMYECKOro (PeHOTHUIIA IPU YKa3aHHBIX CHHAPOMAX:
AUArHOCTUPYETCS IATOAOTHUS BEK, TAA30ABUTATEABHBIX MBIIIII,
pubPO3HON U COCYAUCTON 0OOAOUEK IAA3HOI'O I0A0KA, CETYATKH,
3PUTEABHOTO HEPBa, XPYCTaAUKa. BEIIBAeHHAS B paHHEM BO3pac-
Te 0OPTaABMOAOTHYECKAS TATOAOTHSI HEPEAKO TIO3BOASIET 3aII0A0-
3PUTb HAAUYKE BBIIEYIIOMSIHYTHIX OP(aHHBIX 00A€3HEH, UTO CII0-
COOCTBYET IIPOBEAEHUIO MOAEKYASIPHO-TEeHETUYECKOTO0 UCCAEAO-
BaHMA C MACHTU(DUKAIMeN KOHKPETHBIX MYTAI[Ull T€HOB.
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Features of the ophthalmological phenotype in hereditary orphan kidney diseases in children. Part 2

E.A. Romanova, N.D. Savenkova, V.V. Brzheskii, A.Yu. Baranov

Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russian Federation

In the second part of our review, ophthalmological phenotypes
in such hereditary orphan syndromes as Cornelia de Lange,
Wilson, Goldenhar, Senior-Loken, Alstrom, Alagille,
characterized by combined pathology of the visual organ and
kidneys, will be analyzed. In these syndromes, a severe renal
phenotype is observed with a high risk of progression to chronic
kidney disease in patients in childhood. Literature data indicate
heterogeneity of the ophthalmological phenotype in these

syndromes: pathology of the eyelids, extraocular muscles, fibrous
and vascular membranes of the eyeball, retina, optic nerve, and
lens is diagnosed. Ophthalmological pathology detected at an
early age often allows one to suspect the presence of the above-
mentioned orphan diseases, which facilitates molecular genetic
research with the identification of specific gene mutations.
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BBEJEHHME

MIEPBOIT YaCTH 0030pa ObUIN IPOAHATU3UPOBAHBI

O(PTATBEMOIOTUTYCCKUE (DEHOTHIIBI TP TAKUX PEJI-

KUX CHHpOMaX, Kak Renal-Coloboma, Schuurs-
Hoeijmakers, Lowe, Dent 2, Pierson, Fraser, CHARGE. Bo
BTOPOM 4YaCTHU 0030pa OyAyT TAKKE PACCMOTPEHBI
op(daHHBIE CUHJPOMBI C COYETAHHO TATOJIOTUE Opra-
HAa 3PEHUA U IOYEK, TakKEe Kak Cornelia de Lange, Wilson,
Goldenhar, Senior-Loken u ap.

Haunbospliiee BHUMAHHE IIPU 9TOM YJECIEHO TEM
CUH/IPOMAM, C KOTOPBIMH 4BTOPBl BCTPEYAIHCH
B CBOEM KJIMHHUYECKON IPAKTHUKE B cTeHAaX CaHKT-
I1eTepOYPrCKOro rocyapCTBEHHOTO NIEINATPUYECKO-
I'O MEIMITUHCKOI'O YHUBEPCUTETA.

Cunopom Cornelia de Lange

CunjyipoMm Cornelia de Lange (Brachmann-de Lange
CUHJIPOM) — OopdaHHbIH cuHAPpoM (ORPHA:199), 06y-
CJIOBJIEHHBIN MyTaniuaMu reHos NIPBL, SMC1A, SMC3,
HDACS, RAD21, BRD4 (mabnuya,) [1].

I'enwr NIPBL, SMCI1A, SMC3, HDACS n RADZ21
KOJMPYIOT CTPYKTYPHBIE CYO'bEJUHUIBI KOMILIEKCA
KoresuHa [2]. Koresun — 310 MyJIBTHOEIKOBBIN KOM-
IUIEKC, KOTOPBIM PErYIUPYET NPOLECC PA3/CICHUS
CECTPUHCKUX XPOMATHUJL B XOJI€ JCJIEHUA KIIETKHU [3].
MyTtauuu rena NIPBL cOCTaBIAOT OOJNbIIMHCTBO
(>60%) cirydaeB U NPUBOJAT K TSDKEJION (POPME CHH-
apoma Cornelia de Lange. ITaTOreHHBIE BAPHUAHTHI
I'€HOB KOI'€3UHA, OT/IUYHbIC OT N/PBL, KaK IIPaBUIIO,
IIPUBOJAT K MEHEE TSDKEIOMY (DEHOTUIY. BBIABIECHEI
TAKXKE BAPUAHTHI MyTALIUI B JOOJHUTEIbHBIX T'€HAX,
TaKuX Kak ANKRD11, EP300, AFF4, TAF1, KOTOpBIE

MOTYT UI'PATh PO/Ib B pa3BuTUU cuHapoma Cornelia
de Lange [2].

Kinnnanueckue npusHaku cuggpoma Cornelia de
Lange cienyromue [4]:

1. XapakTepHBbIH XaOUTYC: MUKPOLe(anus, CHHOD-
PHC C CUJIBHO U30THYTBIMU U/WIH I'YCTBIMU OPOBIMH,
JUIMHHBIE U I'YCTBIE PECHUIIBI, KOPOTKAs MEPEHOCUILA,
B3/IEPHYTBIN KOHYUK HOCA C BBIBEPHYTBIMU BIIEPE]] HO3-
JIpsSMH, JJIMHHBINA W/WIN TTIA4JJKUH KEJTOO0K, TOHKAS
KpaCHas KaliMa BEPXHET I'yObI, OIYIIIEHHbBIE YTOIKU PTA,
CHUJIBHO U30THYTOE HEOO C paCIIeTMHON HeHA nnn 6€3
HEE, MAJIEHbKUE MTUPOKO PACCTABIEHHBIE 3YObI, MUKPO-
THATUA C HUIMYUEM WIK OTCYTCTBUEM HHUKHEUYEIIOCT-
HBIX HIIIOP.

2. 3a€epKKa pOCTa, KOTOPAsI MOXKET OBbITh OOHAPY-
JKE€HA MIPEHATAIBHO 1 COXPAHAETCS TOCTHATAIBHO.

3. 3aepiKKa PA3BUTHS, YMCTBCHHASL OTCTAJIOCTD OT
JIETKOM 1O TSKEJIOM CTEIICHU.

4. AHOMAJIMK KOHEYHOCTEN (CMMMETPUYHBIC UIN
ACUMMETPUYHBIE) BAPBUPYIOT OT CEPbE3HBIX PEAYKIIH-
OHHBIX JIE(PEKTOB C MTOJTHBIM OTCYTCTBUEM MPEIIICUUNIT
JIO PA3/IMYHBIX (POPM OITUTOJAKTUINH (OTCYTCTBHE MAJTb-
II€B), 3aTPATUBAIONIMUX B IIEPBYIO OYEPENDL BEPXHUE
KOHEYHOCTHU, MAJICHBKUX PYK (MUKPOMEJINUSA) U AdHOMA-
JU (panaHr (KIMHOJAKTHIINS IISITOT'O NTAJIbIIA U KOPOT-
Kas IIepBas MACTHAA KOCTD, IPUBOJAIIASA K IPOKCUMAJIb-
HOMY PACIOJIOKEHHUIO OOIBIIOTO MAJIBIIA).

5. TunepTpuxo3s: IyCTbl€ BOJIOCH HA I'OJIOBE, KOTO-
pbl€ YaCTO PACHPOCTPAHAIOTCS HAd BUCOYHbBIEC OOIACTH,
a MHOI/IA HOPAXKAIOT JIUIIO, YIIIH, CIIMHY 1 PYKH.

IToueunnit penoTui npu cunapome Cornelia de
Lange BKIIOYAET B CEOS: BPOXKIEHHBIE AaHOMAJINH ITOYEK
U MOYEBBIBOJANIUX MYTEH, AaMUHOAIUIYPHUIO, KUCTO3-

Tabauya
Tenernyeckue Tunsl cuappoma Kopreann pe Aanre
Table
Genetic types of Cornelia de Lange syndrome
['eHeTHYECKME TUIIEI CHHAPOMA Ten NoKyc Tun HacrepOBaHUA
Genetic types of the syndrome Gene Locus Type of inheritance
CI/IHApOI\./I Cornelia de Lange 1-ro Tuna NIPBL 5p13.2 AYTOCOMHO-AOMI/IHIaHTHbII/I
Cornelia de Lange syndrome type 1 Autosomal dominant
Cunppom Cornelia de Lange 2-ro Tuna X-CIleTTAeHHBI AOMUHAHTHBIN
Cornelia de Lange syndrome type 2 SMCIA Xp11.22 X-linked dominant
CI/IHApOI\./I Cornelia de Lange 3-ro Tuna SMC3 10q25.2 AYTOCOMHO-AOMI/IH-aHTHbIPI
Cornelia de Lange syndrome type 3 Autosomal dominant
CI/IHApOI\./I Cornelia de Lange 4-ro Tuna RAD21 8q24.11 AYTOCOMHO-AOMI/IH-aHTHbIPI
Cornelia de Lange syndrome type 4 Autosomal dominant
Cunapom Cornelia de Lange 5-ro tuna X-CIleTIAeHHBI AOMUHAHTHBIN
HDA Xq13.1 . .
Cornelia de Lange syndrome type 5 cs qt3 X-linked dominant
CI/IHApOI\./I Cornelia de Lange 6-ro Tuna BRD4 19p13.12 AYTOCOMHO-AOMI/IHIaHTHbIP[
Cornelia de Lange syndrome type 6 Autosomal dominant

POCCHUVCKASA OJETCKAA O®TANABMOJOTHUA » 1(55)/2026 49



Jlekimnu
Lecture

Puc. 1. Koabuo Kalizepa—®@aetimepa

Fig. 1. Kayser—Fleischer ring

HYIO JMCIUIA3UIO, TUIIOIUIA3HIO, THIPOHE(DPO3/ypeTe-
PpOoHEDPO3, HEPPOMETATIHIO, ATEHE3UIO IMTOUKH [5]. Tarcke
00J1€€ YEM B MIOJIOBUHE CJIYYA€B IIPU JAHHOM CUH/IPOME
BBIAB/IAIOT TTIOPOKH CEPALIA U KETYAOYHO-KHUIIEYHOTO
Tpaxkra [0].

O@dTanpMOIOrnYeCcKril PEHOTHUII IIPHU CUHAPOME
Cornelia de Lange XapakTepusyeTcst: ITO30M BEPXHEIO
BeKa (T1opsizika 60% ciy4daes), CTEHO30M HOCOC/IE3HOTO
MPOTOKA, MHUOIMEH, ACTUT'MATU3MOM, KOCOTTIA3HEM,
HHUCTArMOM, 3K30(DTAIBMOM, MUKPO(PTATIEBMOM U MHUKPO-
KOpPHEAQ, TJIAyKOMOI, aTPOMHUEll 3pUTEIbHOI'O HEPBA,
KOJIOOOMOM JUCKA 3pUTENIbHOTO HepBsa (I3H), nepuna-
OWIIAPHBIM OUTMEHTHBIM KoOJbLOM [7, 8]. Tak,
B.H. Shenoy u coast. (2014) coo6mWIN O 5-I€THEM
ManpuMKe ¢ cuHapomoM Cornelia de Lange, y KOToporo
ObL1a BBIIBJICHA KOJI060Ma JI3H HA OJJHOM 17143y U SIMKA
J3H na npyrom riasy [9]. W.J. Kim (2018) onyoamkoBan
JTAHHBIC 00 YCIIEITHOM XHPYPIUYECKOM JICUCHUH 330TPO-
ITUH ¥ OJJHOCTOPOHHET'O IITO32 Y MAIIUECHTA C CHH/IPOMOM
Cornelia de Lange [10]. A. Shi u coast. (2019) onucanu
MEHEE PACHPOCTPAHEHHBIE OPTATBMOJOTUYECKUE
HaxoAku npu cungpome Cornelia de Lange: runepme-
TPONUIO, 6J1€PAPUT, YKOPOUEHUE ITIA3HOM IIEJIH, CKO-
IIEHHDBIE BHU3 IVIA3HBIE IIEJIN, AHOMAJIMH 3PUTEIBHOTO
Hepsa [11].

Bonesns Wilson

Bonesnup Wilson (ORPHA 905) ¢ ayroCOMHO-peLec-
CUBHBIM THUIIOM HACJIEAOBAHUA XAPAKTEPUIYETCA HAPY-
IIEHHUEM META00IN3MA MEJIU C IIOBPEXKIECHHUEM ITEYEHH,
MMOYEYHBIX KAHAJIBIIEB, 6A3aJIbHBIX AHIVIHEB [5, 12].
Bonesup Wilson obycnosnena myraiuett rena ATP7B,
KAPTUPOBAHHOTI'O HA XpoMocoMe 13q14 u Koaupyrolne-
ro 6enok ATP7B (P-tun AT®asbl), OCYyIIECTBIAION NI
TPAHCMEMOPAHHBIN TPAHCIOPT MEAU [ 5]. OTCYTCTBYIONTAS
WIN CHWDKEHHAs (DYHKIIUS JAHHOTO OEIKA YMEHBIIAET
3KCKPELIUIO MEJIU C XKETUBIO, YTO IPHUBOJUT K HAKOILIE-
HHIO MEJH. B KOHEYHOM UTOT'€ ITEYEHOYHAA ME/Ib BLICBO-
OOXKIAE€TCA B KDOBOTOK M OTK/IA/IBIBAETCS B IPYTHX OPIa-
H4X, B YACTHOCTH, B MO3T€, TOYKAX U POrosuiie [13].

3aboneBaHne MaHU(DECTUPYET Y IETEH B BO3PACTE
8—12 ner. OTJIOKEHUE MEJIU B ITIOYEYHBIX KAHATIHIIAX
BEJIET K Pa3BUTHIO CHHAPOMA PAHKOHU (AMUHOALIU/IY-
pus, TJIIOKO3YPUsl, YPUKO3YypUs, runepdocdarypust u
THUIEPKAIBINYPUS ), HE(PPOKATIBIIMHO34, IPOrPECCUPY-
IOIIETO B XPOHUYECKYIO OOJIE3Hb TOYEK. JJUArHOCTUPYIOT
IHOPAXKEHUE II€YEHU (ATHUIIMYHBINA I'€HaTUT, [UPPO3
IIEYEHH, OAOCTPAS WIN XPOHHUUECKAS NTEYEHOYHAS
HEJOCTATOYHOCTD, IIEYEHOUYHAA KOMA) C CUHIPOMOM
MIOPTAIBHOM T'MIIEPTEH3UH, JECTPYKTUBHOE OPAKEHHE
T'OJIOBHOTO MO3T'a (CHMZKEHME UHTEJJIEKTA, U3MEHEHHUE
MBIIIEYHOT'O TOHYCA, SKCTPANUPAMUJHBIA CHHIPOM,
TPEMOD, ANU3APTPHUA, JUCHATUA, U3MEHEHNUE JIMYHOCTU,
JACMCHIIMA, HapyLHCHI/IC KOOpL[I/IHaL[I/II/I JIBI/DKCHI/Iﬁ,
JIUCTOHUS, CJIIOHOTEYEHHE). TaKKe OTMEUAIOTCS OCTEO-
II0PO3, OCTEOMAJIALIMS, XOHAPOKAIBIIMHO3, OCTEOAP-
TPUT, THIEPMOOUIBHOCTD CYCTABOB. B pEAKUX CITy4dasnx
BO3MOXKHO PA3BUTHE I'€MOJIUTUYECKON aHEMUU [2, 5, 14].

OJIHHUM 13 TUITUYHBIX IPHU3HAKOB 601e3HU Wilson
ABJIIETCA KONMbLO Karzepa—diieriepa no nepudepun
porosunpnl (puc. 1) [5]. Konpuo Karizepa—®ieiimepa
06pazyeTcs BCJIEACTBUE HAKOTUIEHUA MEIU B JIECLIEMEH-
TOBOI MEMOPAHE U BBITVIAJUT KAK 30JI0TUCTOE, KOPUY-
HEBOE WJIM 3€JIEHOE OKPAIIMBAHHUE HA NepUPEPUU
porosuisl (puc. 2) [15]. M.S. Sridhar (2017) npeacraBuit
PE3YABTAThl OIITUYECKON KOI'€PEHTHOM TOMOI'paduu
porosuilsl ¢ Konabitom Kaiizepa—®nermepa [16].
Komb110 BU3yaIM3UPOBATIOCH KaK r'ureppedaeKTUBHbIIN
CJIOM HA YPOBHE JI€CLIEMETOBON MEMOPAHEL [Ipu 3TOM
CJIETyET OTMETHUTD, YTO UBMEHEHMUS B POTOBHIIE, HATIO-
MuHaomue Koabuo Kansepa-—diaenmepa, MOryr
HAOIIOIATHCA NIPU TAKUX 3200JIEBAHUAX, KAK IEPBUY-
HBII OWJIMAPHBINA UPPO3, XOIECTA3 U HEOIIACTUYE-
CKHE 3200JIEBAHUS C BBICOKUM YPOBHEM MEJIU B CBIBO-
POTKE, HATPUMED, MHOKECTBEHHA MUEJIOMY; 4 TAKKE
BO BpeMd IIpuema acrporena [17].

KpoMme n3amMeHeHN pOroBUIIbI IpH 60ne3Hr Wilson
MOTI'YT BCTPEYATHCA U U3MEHEHUS XPYCTAIUKA B BUJIE
KATAPAKTbl, HAIIOMUHAIOMEN IBETOK ITOJCOTHYX4
(puc. 2) [15].

OcHoBOM JsieyeHus 6osne3nu Wilson ocraercs
IMOXXKU3HECHHASA IIEPOPAIbHASA (PAPMAKOTEPAIIUA (XEIa-
TUPYIONIUE ME/Ib ar€HThl — D-MIEHUIM/UIAMUH, TPUEH-
TUH) U [JUETUYECKOE OIPAHUYEHUE MEJU.
TpaHCIUIAaHTAIUS TIEYEHU PEKOMEH/IOBAHA MAITHEHTAM
C XPOHUYECKOU HUJIU OCTPOU [IEYECHOYHOM HEJOCTATOY-
HOCTBIO Y MAIIMEHTAM, YCTOMUMBBIX K (DAPMAKOTEPATHN.

Toueunulil Kananrsuessitl ayuoo3 2-20 munda

C 21A3HBIMU AHOMATIUAMU

TToyeuHbI KAHAJIBLIEBBIH A1TM/I03 2-I'0 THIIA C I71a3-
HbeIMH aHOManuAMU (ORPHA 47159) — tybynonatus
C AaYyTOCOMHO-PELLECCUBHBIM THUIIOM HACJIEJOBAHUS,
XAPAKTEPUIYIOMAACA HAPYLUIEHUEM CIIOCOOHOCTU
MPOKCHUMAJIbHBIX [IOUYECYHBIX KAHAIBIEB PEAOCOPOHPO-
BATb GMKAPOOHAT HATPHA U3 KIIyOOYKOBOI'O (DUIBTPATA,
4TO IPUBOAUT K TMIIEPXJIOPEMHUYECKOMY META60IHYE-
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CKOMY anuziosdy [1, 12]. TToYeuHbI KaHAIbIEBIN A1TUI03
2-10 THMNA C TTIA3HBIMHA AHOMAJIUAMU OOYCJIOBJICH MyTa-
et rena SLC4A4 (4q13.3), KOTOPBIN KOJUPYET 3/1€K-
TPOT€HHBIA KOTPpaHCIIOpTEp 6uKapOoHaTa HaTpuA 1
(kNBC1) [1, 12].

KnuHudeckul (peHOTUI NPU JAHHOM 60IE3HU
XAPAKTEPUSYETCA MATONOTUEN IOYEK (TIOJINYPUS, META-
OOJNIMYECKNH TUINIEPXIIOPEMHUYECKUI AIHU/I03 C TUIIOKA-
JIMEMHEN /HOPMOKATUEMHUEH, HE(PPOKATIBITUHO3 OTCYT-
CTBYET) M IJ143, 4 TAKKE SMU30JAMH S9KCUKO3d Y MJIAJIEH-
11€B, MBIIIIEYHON TMIIOTOHUEH, 3aJEPKKOU POCTA, PAXU-
TOM U YMCTBEHHOIT OTCTAJIOCTBIO [5].

ITaTosiorysa oprana 3peHus IIPU NOYEYHOM KaHAJIb-
LIEBOM AIUJIO3€ 2-TO TUIIA BKIIOYAET B CEOA ITIAYKOMY,
KaTapaKTy U [10JI0CYATYIO KepaTonartuio. T. Usui 1 COaBT.
(2001) ¢ mMOMOIIIBIO UMMYHOJIOTUYECKOI'O aHAJIN3A I7143
YeJIOBEKA U KPBICHI YCTAHOBMWJIUA, YTO TPAHCIIOPTEP
oukap6onara Hatpus 1 (kNBC-1) OpHUCYyTCTBYET B SHIO-
TETUU POTOBULIBL, TPAOEKYIIPHOU CETH, [IWIMAPHOM
SIUTEJIMU U AUTENNU XPYCTAINKA [18]. ABTOPHI cAena-
JIX BBIBOJI O TOM, YTO HOpManbHasg PyHKIUA KNBC-1
HEOOXOIMMA HE TONMBKO IJIA MOJIEP/KAHNA IPO3PAYHO-
CTH POT'OBHUIIbI M XPYCTAJIUKA, HO U JIJISI PETYIIALIUN OTTO-
Ka BOJSTHHUCTOM BJIATU.

Cunopom Goldenhar

Cunzapom Goldenhar (remudannaabHas MUKPOCO-
My (ORPHA 374) OTHOCHTCA K PACCTPOUCTBAM OKYJIO-
AyPHUKO-BEPTEOPAJIBHOTO CIIEKTPA U B IIEPBYIO OYEPE/Ib
3aTPATUBAET CTPYKTYPBI, (POPMUPYIOIIHUEC U3 IEPBOI
U BTOPOM »KaOECPHBIX JIyT BO BpeMsl aMbpuroreHesa [19].
JaHHbI CUHAPOM SIBJIAECTCA '€HETUYECKHU I'€TePOICH-
HBIM, B OOJIBITUHCTBE CJIy9A€B PA3BUBAETCS CIIOPAYe-
CKM, HO OIHMCAHBI CEMEWHBIE CIIY4aH C AYTOCOMHO-
JIOMHUHAHTHBIM [20] 11 ayTOCOMHO-PELECCUBHBIM THITAMU
HACJIEIOBAHMA [21].

Knunngeckni (peHOTUIl XAPAKTEPUIYETCA M1ATO-
JIOTHEH YITHBIX PAKOBUH (HEZIOPA3BUTHE C YMEHBITICHU-
€M UX pazmepa, JePOpMaALUEN U AHOMAJIBHBIM PACIIO-
JIOKEHHEM), ATPE3UEH CIIYXOBOI'O IPOXOAA, AHOMAJIMS-
MU CPEJHEIO yX4a, I'MIIOIUIA3UCH BEPXHEIN M HIDKHEH
YEIOCTEN U UX OTPOCTKOB, MAKPOCTOMMET, AHOMAJIUEN
Heb2a, PACHIETUHON SI3bIYKA U JOOABOYHOM Y3/ICUKOML. V
1/3 maryeHTOB AaHOMAJINH PA3BUBAIOTCS HA OOEUX IOJIO-
BUHAXJIULIA, Y OCTAJIbHBIX 2 /3 — TOJIbKO Ha OZHOU. B 40%
CJIY4a€B JUATHOCTUPYIOT AHOM AU IIO3BOHKOB, CKOJIN-
03, spina bifida, anomanmu pedep, KoconanocTb. B 30%
CJIy4aeB HAOIIOAAI0TCS IIOPOKU CEPALIA (IE(PEKT MEOKe-
JIIOYKOBO IEPEIOPOAKH, AEPEKT MEKIIPEACEPIHOM
IIEPETOPO/IKH, KOAPKTAITHS A0PTHI, OTKPBITBIN apTEPU-
AJIBHBIN [IPOTOK), TUMNOIUIA3WS WIH aIljIa3us JIETKUX,
3aTBUIOYHASI MO3rOBas I'PbLKA, AaHOMAJINH MTOYEK (Hed-
pomeranusa rujapoHedpos/yperpoHedpos, my3bip-
HO-MOYETOYHUKOBBIM pe(IIIOKC, TUIOIUIA3US TTOYKH,
AreHEe3Ms MOYKY, SKTONUS OYKH, TTOJJKOBOOOPA3HAs
IIOYKA, ITIOJIMKHUCTO3 IIOYEK), KOHECYHOCTEH, IIPEHATAIIb-
Hasl TUIIOTPOdUs [5].

Puc. 2. Kamapaxma npu cungpome Wilson

Fig. 2. Cataract in Wilson syndrome

[TaToONOruA OpraHa 3peHNUsA XapaKTEPU3YETCA HAJIN-
YHEM AMHOYIBOAPHBIX IEPMOU/IOB (JaIle OJJHOCTOPOH-
HUX), CYOKOH'BIOHKTUBAJIbHBIX JTUIOJEPMOUIOB WU
JIATIOM, Pa3BUTHEM aHOMTATbMA, AHOMAJINHA PA3BUTHA
IVIA3HOT'O AA0JIOKA Y ITIA30/IBUTATEIbHBIX MBI, KATAPAK-
ThL. TaKKe HEPEAKOH O(PTAIBMOIOTMUYECCKON HAXOAKOM
1py cuHapoMe Goldenhar ABISTIOTCS KOJIOOOMBI BEK [22].
M. Singh 1 COaBT. yCTPAHAIN KOJTOOOMBI BEK METOJIOM
MIPSIMOIO 3AKPBITUSI M/HIH KAHTOJIN34A, WIH C UCIIOJIb30-
BaHMUEM JJOCKyTa Tenriend [22]. TTaTonorua riaasHoro AHa
IIPH JAaHHOM CUHAPOME BKJIIOYAET B €65 BUTE/UIM(POP-
MHYIO MAKYJIOIIATHIO [ 23], SKCCYAATUBHYIO BUTPEOPETH-
HOIATHIO U OTCJIONKY CETUYATKHU [24].

S. Pandey u coast. (2022) coobmunu o pebeHke
¢ cunzpomMoM Goldenhar ¢ peAKMMH NPOABICHUSAMHA
B BU/I€ ACHMMETPHH JINIIA C IBYCTOPOHHUM ITOPAKEHH -
€M TPOUHHUYHOIO U NPENIBEPHO-YIUTKOBOTO HEPBOB,
MNPOSABJIAIOMMMHUCA HEUPOITAPATUTUYECKHUM KEPATUTOM
060MX I7143 U ITIOJIHOM JIBYCTOPOHHEN IOTEPEH CyXa [25].

KpunrodranbeMm Kak yactb cuHpoma Goldenhar
ONHCaH B uccaegqoBanuu D. Landau-Prat u coasr.
(2022) [26]. A. Singh u coasr. (2024) ornmcanu y 9-ner-
HETO MalMEHTA NPABOCTOPOHHUH ITO3 IIPU CUHAPOME
Goldenhar Ha (pone coCyauCTOrO HHCYIBTA [27].

Cunopom Senior-Loken 1

Cungpowm Senior-Loken 1 (ORPHA 3156) Benen-
cTBUE MyTauuu reia NPHP1, KApTUPOBAHHOT'O HA XPO-
MocoMme 213 ¢ ayTOCOMHO-PELIECCUBHBIM TUIIOM HACIIE-
JIOBAHUS, — HITHONATHS, XaPAKTEPUBYIOMIASCI COYETA-
HUEM He(poHOPTU3A C aUcCTpoduUeck cerdyarku [1].
HWIMONATHUU — TPYIIA MATOJOTUYECKHUX COCTOSIHUH,
CBSI3AHHBIX C HAPYIICHUAMM PA3BUTUSA, CTPOCHUS U
(PYHKIUOHUPOBAHUA LIWINHN (PECHUYEK) — OPraHELI,
OPEACTABIAIOMNX COOOM TOHKUE BOJIOCKOBHUHBIE
CTPYKTYPBI Ha OBEPXHOCTU 3YKAPUOTHUECKUX KJIE-
TOK [28]. ¥V 4enoBeKa BBIAEIAIOT JBA OCHOBHBIX BHU/A
LUWIAN: IIOABMIKHBIC (ABUIATEJIBHBIC) U CEHCOPHBIE.

POCCHUVCKASA OJETCKAA O®TANABMOJOTHUA » 1(55)/2026 51



Jlekuuu
Lecture

TTOJBIKHBIE ITUTNHM OOECIIEYUBAIOT JIBUKECHUE JKUJIKOM
Cpebl OTHOCUTEIBHO KJIETKU B PECITUPATOPHOM TPAKTE,
CUCTEME JKETYIOUYKOB I'OJIOBHOI'O MO3I'a U (DAJUIOIIMEBBIX
TpyoOax, 1160 JBIKECHUE CAMON KIETKH B CJIy4de CIep-
MaTO30H/JIOB. [TIaBHOM (DYHKIIUEN CEHCOPHBIX LM
SABJIAETCS. BOCIIPUATHE U3MEHEHUN BHEIIHEIN CPEAbL U
HAXOJANUXCA B HEX CUTHAIIbHBIX MOJIEKYJ M KX IPEO6-
Ppa3oBaHME BO BHYTPUKIETOUYHBIE CUTHAJIBL, PETYIUPYIO-
IHE NPOUMEPALMIO, AU(PPEPEHITUPOBKY 1 3AIIPOrPAM-
MHPOBAHHYIO KJIECTOYHYIO r'n6esns [28].

ITen NPHPI xopupyer 6€JI0K HEe(POLMUCTHH-1.
HedpouucrruH-1 y4acTByeT B MEXKKICTOUYHON aT€3UH,
repeaye CUIHAIOB KJIETKAMHA U B KJIETOYHOM JIEJIEHU .
TTOCKOMBKY (DYHKITHS IIWJIMI HEOOXOIUMA /1T HECKOJIb-
KHX CHUCTEM OPIaHOB, JUCHYHKIIMSA PECHUYEK CBA3aHA
C MHOTOOPI'aHHBIMU 3(h(PEKTAMU, HAOITIOAAEMBIMU ITPU
PaCCTPOMCTBAX, CBA3AHHBIX C NPHP1, BKJIIOYas1 aHOMA-
JIMY OpraHa 3penus [29)].

[TaTosorust mMoO4YeK Npu CUHApoMe Senior Loken
BKJIIOUAET B C€6s HEPPOHODPTUS, (POPMY 3260JI€BAHMSA
MOYEK, XAPAKTEPUIYIOMYIOCH HATMYHUEM METY/UIAPHBIX
MOYEYHBIX KMCT, KOTOPAsA 9aCTO IIPOIPECCUPYET JI0 TEP-
MMHIBbHOU CTaIMU XPOHHUYECKOM 60JIC3HH ITOYECK. 13-3a
MPOIPECCUPYIOIIETO XAPAKTEPA TOYEYHON JUC(HYHKIINH
MMALIMEHTAM MOJKET IIOTPEOOBATHCA TPAHCIUIAHTAIIUA
IMOYKH B TCUCHHUC IMCPBBIX HCCKOJIbKHUX I/ﬁ[CCSITI/IJIﬁTI/II;I
skn3HU [30]. K 1pyrum, MeHee pacrpOCTPAHEHHBIM IIPU-
3HAKaM, MOTYT OTHOCUTBCS KOHYCOOOPA3HbIE AN (PU3BI
JUIMHHBIX TPYOYATBIX KOCTEH, HEHPOCEHCOPHAS TYrO-
YXOCTb, MO3KEUKOBAA ATAKCHUA (HAPYIIEHUE KOOPAHHA-
1Un), GUO6PO3 NEUYCHU U BA30IPECCUH-PE3UCTEHTHBIN
HecaxapHbli quaoert [30].

TUMWUYHBIM HOPAKEHUEM OPTaHA 3PEHUS IIPU CUH-
apome Senior Loken sIBISETCS TANETOPETUHAIbHAS
A0UOTPO(DUA, XAPAKTEPUSYIOMIAACA MEJIEHHO ITPOTPEC-
CUPYIOIINM «TPyOdaTbIM» CY’KEHHUEM TIOJIA 3PEHUA U
HOYHOU! CJIETTOTON C MOCJIEAYIONUM CHIKEHHUEM OCTPO-
ThI 3peHus [1].

Taxk, N. Pawar 1 coasT. (2022) onucaau JeBsITUICT-
HIOIO JICBOYKY, y KOTOPOX Ha (pOHE CUHAPOMA Senior
Loken 6bUIH JUATHOCTUPOBAHBI TAICTOPETUHAIbHAS
a6UOTPOdUA, OTCIIOMKA CETYATKH, HEOBACKYJISPHAA I71a-
ykoma U ¢priermoHa opourtsl [31]. S. Reddy u coasT. (2023)
COOBIWIN O 29-JIETHEM MYXXYHUHE C NTOJTBEPK/ICHHOM
rOMO3UIOTHOM zesnenueilt NPHP1, y KoToporo npucyr-
CTBOBAJIa KOJIOOOMA PATYKKHU [29].

Curnopom Alstrom

Cunyipom Alstrom (ORPHA 64) BcieacTBHE MyTa-
nuu re"a ALMSI, KapTUPOBAHHOI'O HA XPOMOCOME
2p13.1, c ayTOCOMHO-PELECCUBHBIM THIIOM HACIEA0BA-
HHA — PEAKOE MYJIBTUCUCTEMHOE 3200JIEBAHHE, XaPaK-
TEPUBYIOIIEECS KOTOOYKOBO-TTAJIOYKOBOH TUCTPODUEL,
TYTOYXOCTBIO, OJKUPEHUEM, PE3UCTEHTHOCTBIO K MHCY-
JINHY U TUTIEPHUHCYJIMHEMHUEN, CAXAPHBIM JUA6ETOM 2-TO
TUIIA, JATATAIUOHHON KAPJUOMUOIIATUEN U IPOTI'PEC-
CUPYIOLEN JUC(HYHKITUEN TIEUYEHH U ITOYEK [ 1]. CUHIpPOM

Alstrom TarKe OTHOCHUTCA K I'PYIIIE IUIUONATUIL TeH
ALMS 1 HeO6XOAMM I IPABUILHOTO (POPMUPOBAHUA 1
(PYHKIMOHUPOBAHMSA IIEPBUYHBIX PECHUYCK [32].

CunjipoM Alstrom BKIIOYAET B C€6s1 CIEAYIONINE
MNPU3HAKNA: UH(PAHTHUIBHYIO JUIATAIIMOHHYIO KaPAHO-
MHOIIATUIO, IIPOIPECCUPYIOLIYIO CEHCOHEBPAIbHYIO
TYTOYXOCTb, AEOIOTHPYIOUIYIO TIOC/IE PA3BUTHS PEYU, U
MO3AHUN CAXAPHBIA JUAOCT, KOTOPOMY OOBIYHO IPE/I-
mecTsyeT runepuncymaeMus [30]. [TaToorus rnoyex
IIPU JAHHOM CUH/JIPOME XAPAKTEPUIYETCA MOYEUHBIM
CKJIEPO30M, IPOTCHUHYPUEH, XPOHUYECKON OOIE3HBIO
ITOYeK [5].

OCHOBHBIM IIPU3HAKOM CUHAPOMA AlStrom ABJIsA-
erca qucrpodus ceryatku [30]. Tak T. Etheridge m coasT.
(2020) ony6IMKOBAIN CEPUIO HAOIIOJCHUI TAIEHTOB
C JUCTPOPUAMHU CETYATKU, B KOTOPOI BBIABICHHAS
IIATOJIOTUS OPTAHA 3PEHUS CIIOCOOCTBOBAIA IIPOBE/IE-
HUIO MOJIEKYISIPHO-TEHETUYECKOTO UCCIEAOBAHUS U
IIOCTAHOBKE AUArHO3a CUHAPOM Alstrom [33]. B. Yen u
COaBT. (2024) Taxxe COOOHIWIN O CIydae CUHAPOMA
Alstrom, 3a10JJO3PEHHOM Ha OCHOBE O(TAIbMOJIOIU-
YECKUX JIAHHBIX [34].

Kos1604KOBO-NIAJIOYKOBAS JUCTPOPUS BCTPEUAECT-
€A 'y TIOJIABJIAIONIETO OONBITMHCTBA MTAIIUEHTOB C CUH-
JpOMOM Alstrom 1 O6BIYHO IIPOSBIISETCS B BO3PACTE OT
poXxAeHUA JO 15 Mecanes [33]. YV MAIMEHTOB C PAHHETO
BO3PACTA IIPUCYTCTBYIOT CBETOOOSI3Hb, HUCTAI'M U 3HA-
YUTEJIBHOE CHUXKEHHE OCTPOTBI 3PEHUS, 4aCTO COPO-
BOXK/AIONIEECS MAKYJOMATHEN THUMA «OBbIYUI TJI1a3».
Opnaxo B 2020 1. L. Mauring ¥ COaBT. BLIABUIIN Y AU~
E€HTKH JUCTPO(DUIO CETUATKU UCKIIOUUTEIBHO KOJI60U-
KOBOT'O TUII4, COYETABIIYIOCS C OOJIEE WIETKUM» CEPJIEY-
HBIM (DEHOTUIIOM U OTCYTCTBHUEM 3HJOKPUHHBIX a4HO-
MaJInH [35].

[TaTosiorus oprana 3peHus pu CUHApoMe Alstrom
TAKKE BKIIOYAET B cebs m m3meHeHus [I3H. Taxk,
M.Y. Chang u coasT. (2022) cOOOIMWIN O HEOBACKYJISIPH-
3aLIMH IMCKA 3PUTENIBHOI'O HEPBA Y TPEXJIETHEN IEBOYKH
C ITAHHBIM CHUHZIPOMOM [36]. A P. Alexopoulos 1 cOaBr.
(2023) onucanu HAOMIOJCHUE NTAIIMEHTA C CUH/IPOMOM
Alstrom, KOTOPBIH B TeUeHHE 13 jIeT HAOIIOAAIICS C OIIU-
OOYHBIM ITUATHO30M HACIE/ICTBEHHAS HEHPOOITUKOIIA-
Tus Jlebepa [37].

Taxcke IpU CUHAPOME Alstrom MOI'yT Hab/I0/1aThCs
U IVIA30/IBUTATENIbHBIE HApyIIeHUs. R. Rodrigues 1 coasr.
(2024) npeaCTaBUIN KIIMHUYECKOE HAOMIOACHUE G-JICT-
HEM JJIEBOYKHU C KUBATEIbHOM CyJOPOI'OU, W C TAK HA3bI-
BAEMBIM Spasmus nutans (HUCTArM, KUBATE/IbHBIE JIBU-
JKEHUA U AHOMAJIBHOE ITOJIOKEHME T'ONOBHI) [38].

Cunopom Alagille

Cungpom Alagille (ORPHA 52) ¢ ayTOCOMHO-IOMU-
HAHTHBIM TUIIOM HAIETOBAHUA — 3TO OP(PaHHBIN CUH-
JIPOM, KOTOPBIH TPAJAULIMOHHO OIPEIEIIACTCA KAK HELO-
CTATOYHOCTD BHYTPHUIICYCHOYHBIX KCTYHBIX IIPOTOKOB
B COYETAHHH C 5 OCHOBHBIMU KIMHUYECKUMU AHOMAJIH-
AMH: XOJIECTA3, CEPAEYHBIE 32060/1€BAHUA, CKEJIETHBIC
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AHOMAJINH, ITIA3HBIC AHOMATUU U XAPAKTEPHBIN JTUIIECBOM
denoru [1, 12].

JIaHHBIF CUHPOM Yalle BCETO BO3HUKAET U3-3a
MyTrauun reua JAGI, KapTUPOBAHHOM Had XPOMOCOME
20p12, KOAUPYIOWIETO JIMIAHJ CUTHAJIBHOIO IIyTU
Notch, — cunapom Alagille 1-ro Tuna. Cungpom Alagille
2-TO TUITA BOBHUKAET U3-32 MyTauuii reHa NOTCH?2, kap-
TUPOBAHHOI'O HA XpoMocoMme 1p12 [1].

CuUrnanpHbIA TTyTh NOtch UrpaeT JKU3HEHHO BaXK-
HYIO POJIb B PA3BUTHU COCYJOB, PETYIHUPYS TAKUE BAKHBIE
IIPOLIECCHI, KAK AHTMOTEHES, APTEPHUAJIbHASA U BEHO3HASA
mudpdepeHunposka [39]. Kpome TOro oH peryaupyer
MOP(OreHes IINAPHOI'O TE/A, CEKPEITHIO BOJSTHUCTOMN
BJIATU U 9KCIIPECCUIO OEIKOB CTEKIOBHUHOIO Temna [40].

3a601eBaHNE MOXKET MPOSIBIIATHCA Y HOBOPOXK/ICH-
HBIX JUIMTEIbHOM JKEITYXOM U3-32 KOH'BIOTUPOBAHHOMN
TUNEPOMIUPYOUHEMUH U/WIH NATOJOTUEH CEPALA.
Cep/leuHbIE AHOMAJIMU BKJIIOYAIOT JIETOYHYIO ATPE3UIO
WJIM CTEHO3, 1e(PEKTBI MEKIIPEACEPIHON U /NN MEXKE-
JIyIIOYKOBOM IIEPErOPOAKU, TETPaAy Pajto U OTKPLITHIA
APTEPUAIBHBII IPOTOK. XOJIECTA3 IPOABIIAETCA KOH'BIO-
TMPOBAHHONM TMIIEPOWINPYOUHEMHUEN, I€NATOCIUIEHO-
METAIHEN, TUIIEPXOIECTEPUHEMUEH, TUIIEPTPUTIIHLIE-
PUIEMUEN U KOATYJIONATHEH. MOTYT HAGIIO4AThCS 3y 1
KCAHTOMBI. CKEJIETHBIE AHOMAJIMU BKIIOYAIOT ITOJIYIIO-
3BOHKH B (popme 62609KU (OKOIO 50% CIIydaeB), 4 TAKKE
YKOPOYEHHE JIyYEBOM KOCTH, IOKTEBOXU KOCTU U (DAJIAHT.
XapakTepHbIC YEPTHI JINIA, €CIU OHU IIPUCYTCTBYIOT,
OOBIYHO MPOSBIIIOTCS C AETCTBA U BKJIIOYAIOT B CEOS
BBICTYIAIOIIUE 06, IITyOOKO MTOCAKEHHBIE 171434, KOCO
PACIIOJIOKEHHBIE TTIA3HbIE IIEJIN, TUIIEPTEIOPU3M, IUIO-
CKMHI KOPEHb HOCAa M 3a0CTPEHHBIN MHOJO0POJOK.
HabmoaaoTcest 33JIep:KKa pOCTa, MaIbabCOPOITUS XKUPOB
(MOXKET BOSHUKHYTb PAXUT), 4 UHOI'LA U 3aJEPKKA Pa3-
BUTHA. MOT'YT IPUCYTCTBOBATHh MAJIEHBKUE U IUCILIACTH-
YeCKHe OYKHU U TUIIOTUPEOo3 [1, 5].

[TaTosiorysa OpraHa 3peHusA y MalueHTOB C CUHAPO-
MoM Alagille yaie BCEro XapakTepusyeTcsl Pa3BUTHEM
33JJHEIO SMOPUOTOKCOHA, PEKE HAOIOAAIOTCS PA3JINY-
HbIE AHOMAIMU PAAyXKKu [5, 30]. [TaTonorusa 3agHero
OTpE3Ka I1A3HOTO A0J0KA MPU JAHHOM CHHJIpOME
B OOJIBIIMHCTBE CIy4a€B XaPaAKTEPU3yeTCst JUMPy3HON
TUIIOIIUIMEHTALMEN VIa3HOro AHA (Y 90% I1allMEeHTOB
¢ cuHgpoMoM Alagille) 1 XOpHOPETUHATIBHON aTPO(HETL.
Tax M.R. Cheema u coasT. (2021) onyOb/IMKOBAJIA PE3YIIb-
TAThI JUTUTEIBHOT'O HAOMIOJEHNSA TAITUEHTKU C CUH/IPO-
MoMm Alagille, OCHOBHBIM O(DTATTBMOJIOTHYECKUM POSIB-
JIEHUEM KOTOPOTO ObUIA IBYCTOPOHHAS KOHIIEHTPUYE-
CKasg mnepudeprudeckas XOPUOPETUHAIbHAA aATPO-
¢ust [41]. ITo ganubiM K. Uhemura u coasr. (2024) xopu-
OpETHHAJIbHAS aTPO(dUs IpU cCUHAPOME Alagille MOXkeT
HUMETD TEHACHIIUIO K IIPOTrPECCUPOBAHUIO, YTO IPHUBOJUAT
K CHIDKEHHIO OCTPOTBI 3PEHMSA U KOHIIEHTPUYECKOMY
CY’KEHUIO TTOJ1eM 3peHu [42]. Paj uccie1oBaTesiei TakKe
OTMEYAIOT, YTO U3MEHEHHS XOPUO/CH ITPU JIAHHOM CHH-
JIpOME MOT'YT HAOIIOAATLCA HE TOJIBKO Ha Nepudepruu
IJ1a3HOTO AHA. Tak, M. Misawa 1 coaBT. (2022) coobnunu

O MAIIUEHTKE, Y KOTOPOU OBIJIO BLIABIEHO HCTOHYEHHUE
XOPHUOMJIEN B LIEHTPAIIBLHOM OTAEJIE B COYETAHUH C MaAKY-
JIpHBIM OTBepcTUeM. Taxke D. Ruiz-Chavolla 1 coasT.
(2024) npeacTaBwIN KIMHUYECKOE HAOIOJCHUE CEMU-
JIETHEI'O MaJIbYMKa C cuaapomoMm Alagille, y koToporo
OMPTAIBLMOJIOIMYECKUNA (PEHOTHUII XAPAKTEPUZOBAJICS
aTpoduer MaKylabl C MCTOHYCHUEM XOPHOUJEU U
33/ITHUM dMOPHOTOKCOHOM [43]. KpoMe TOrO, y TAKUX
OOJBbHBIX MOI'YT HAOJIIOAATHCA PEHUJHUBUPYIONIHE
MHTPAPETUHAIbHBIE KDOBOU3IUAHUA, TPUYMHON KOTO-
PBIX MOTYT SABJIATHCA NEPBUYHBIE AHOMAJIMNA PA3BUTHA
COCYJOB XOPUOHUZIEN U CETYATKH [44].

Hepeakoil HaXOAKO! y MMALUEHTOB C CUHIPOMOM
Alagille asnsorca 1pysnl ISH (y 32% nanumenTos) 5, 30].
Cornmacno Haémogenusam N.M. Rock u coasr. (2020), npu
JIAHHOM CHH/IPOME y HAITUEHTOB MOKET PA3BHUBATHCS
BHYTPHUYEPENHAA TUIIEPTEH3UA, HA (POHE KOTOPOM OTMeE-
yaercs orek [13H [45].

SAK/IIOYEHME

B pesynsrare MonekyIapHO-TEHETUYECKUX UCCIIE-
JIOBAHMI, IPOBEIEHHDBIX I10 BCEMY MHPY, BBIABIEHDBI PA3-
JINYHBIE BAPUAHTBI MYTALIUA T€HOB, OTBETCTBEHHBIE 34
Pa3BUTHE HACJIEACTBEHHBIX OP(PAHHBIX CHUHJPOMOB
C COYETAHHOU IATOJIOTUEN OPI'aHa 3PEHUA U IToYeK. ITpu
ATUX CUH/IPOMAX HAOIIONACTCS TKEIbIN MOYEUYHbIH
(PEHOTHUII C BLICOKUM PUCKOM POI'PECCUPOBAHUA B XPO-
HHYECKYIO OOJIE3HB ITIOYEK Y MAITUEHTOB B IETCKOM BO3-
pacre. JaHHbIE TUTEPATYPbI CBUJETEILCTBYIOT O FETEPO-
TEHHOCTH OMTATIBMOJIOTHYECKOTO (DEHOTHIIA TIPU YKa-
3aHHBIX CUHPOMAX: JUATHOCTUPYETCA TTATOJIOTUA BEK,
IVIA30BUI'ATEJIbHBIX MBIIIL, (PUOPO3HON U COCYJUCTOM
060I04Y€EK ITIA3HOTIO A6JI0KA, CETYATKH, 3PUTETBHOTO
HEPB4, XPYCTAINKA. B OONBIIMHCTBE CITy4a€B y TAKMX
GOJIbHBIX PA3BUBAECTCS BBIPAKEHHOE CHIDKEHHUE 3PUTENTb-
HBIX (PYHKLINH BIUIOTD JJO CJIETIOTHL ITpr 3TOM BBIABJICH-
Hasl B pAHHEM BO3PACTE OPTAIbMOIOTHYECKAS TATOJIO-
I'Yisl HEPEAKO MO3BOJIAET 3AIOA03PUTh HAIMYHE BbIIIIE-
YIIOMAHYTBIX OP(AHHBIX 60JIE3HEN, YTO CIIOCOOCTBYET
MPOBEJEHUIO MOJIEKYJIIPHO-TEHETHIECKOI'O UCCIIEIOBA-
HUS C WJICHTU(PUKAIIUEN KOHKPETHBIX MYTAIIUI I'€HOB.
Baxxnort 3apa4deri Bpaua-oTaIbMOIOrA ABJIAETCA BbIPA-
60TKa MEPCOHU(PUIIMPOBAHHOIO NOAXOAA K PAHHEN
JIMATHOCTHKE U JICYEHUIO MTATOJOTUN OpIraHd 3PCHUA
Y TAKUX OOJIbHBIX.
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