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Hedporennsiit Hecaxapusiii quader (HHJL) — Ha-
ClIe[ICTBEHHOE 3a00JIeBaHNE, XapaKTepH3YIOLIeecs 10-
JuypueH, NoJuIUICUeN, runoctenypueil, B ocHose
knaccuueckoro HH/I, nepenaromierocst X-CLEMIEHHO
— PELECCUBHO, JIEXKUT HEUYBCTBUTENILHOCTD V., perien-
TOPOB, PACIOJIO’KEHHBIX Ha 0a30J1aTepaTbHON MeMOpaHe
IVIABHBIX KJIETOK COOMpaTesIbHBIX TPYOOK MOYeK, K aH-
THIMYPETHYECKOMY TOpMOHY. MyTanuu B reHe, KapTu-
POBaHHOM Ha JUIMHHOM I1jIe4e X-XPOMOCOMBI B PETHOHE
28(Xq 28) u xonupyromum V, penenTop, NPUBOAT K
pazsutHio kinaccmaeckoro HHJI [1-3]. Cymectsyer X-
CICTICHHBIN — moMuHaHTHBIA T HHJL [4].

B ocnose HH/I, nepenatoiiierocsi ayTocoOMHO-pe-
LIECCUBHO U 2y TOCOMHO-JOMMHAHTHO, JIS)KaT MyTaluu
reHa, KapTUpOBaHHOTO Ha ayTocome 12q 13 u kogupy-
IOIEer0 aKBaloOpWH-2 KaHald — aquaporin-2 water
channel (AQP2), pacnosoxeHHbIl Ha alnUuKaJbHOM
MeMOpaHe TIaBHBIX KJIETOK COOMpaTelbHBIX TPYyOOK
nouek [4—7].

HHJI y nereil kak caMOCTOSITEIbHOE HACJel-
CTBEHHOE 3a00JieBaHUE MPOTEKAET CUMITOMOKOMII-
JIEKCOM TOJINYPHHU, TouaAnIicHu (0T 3 10 17 TuTpoB B
CYTKH), THIIOCTEHYPUH C CEPHEZHBIMU OCIIOKHEHUIMU
(runponedpos, Merayperep, MeraiucTuc 0e3 npusHa-
KOB aHATOMHYECKOM 00CTPYKIINH, XPOHUYECKas TOUed-
Hasi HeJIOCTaTOYHOCTb) U KaK CHHJPOM BCTpEHaeTCs
B CTPYKTYpE HAcJeJCTBEHHBIX 3a00JeBaHUM.

B npaxruke neuenus HHJI y nereil npuMeHsoT:

1) runoTnasua 2-3 MI/Kr/CyT eXeJHEBHO UIIH Ye-
pe3 JieHb, 00s3aTeNIbHO C IpenapaTtamu Kamus [3];

2) KOMOMHAIIMIO TUTIOTHA3H A 2 MI/KT' ¥ HHIOME-
TanuHa 2 mMr/kr [8, 9];

3) KoMOWHAINIO THITOTHA3U/1a 3MT/KT U aMUJIOPH-
ma 0,3 mr/kr [3, 10-12].

D.Morin, C.Barbis (2000) o0cyxmat0T BO3MOX-
HOCTb TepaneBThuyeckoro BMemarensctsa npu HH/,
00yCIIOBJIEHHBIM aHOMAJIUEH V| PELIENTOPOB, TOCPEI-
CTBOM HENENTHHBIX aHTarOHMUCTOB PELENTOPOB V,
Bazomnpeccuna [4, 13].

Butuiuro — nucmenanos3 Koxu, XapakTepu3yoIHii-
Cs ICUE3HOBEHNEM SITHACPMATEHBIX W/HIH (DOJLTHKYIISP-
HBIX MEJTaHOIIUTOB [14]. YcTaHOBIEHBI
ayTOCOMHO-/IOMIHAHTHOE C HEITOJTHOM EHETPAHTHOCTHIO
W ayTOCOMHO-PEIIECCHBHOE HACIIEOBaHUE W MYITBTH-
(hakTOopUATbHBIN TUITbI HACIICIOBAHUS BUTHIIMIO. BuTH-
JIUTO TIPOSIBJSIETCS ACTMIMEHTHPOBAHHBIMH IISITHAMM Ha
KOX€ Pa3/IMYHON BEJIMYMHBI, ¢ YETKUMH TPaHULIAMHU.
[NopakeHns1 y4acTKOB KOXKH MOTYT JIOKAJIM30BaThCsl Ha
MeCTax «IPHUBBIYHOW TpaBMAaTHU3AINH, IEPHOPATHHO C
BO3MOXKHBIM TIEPEXOJIOM Ha CIIU3UCTBIE 00OIOUKH, BOK-
PYT MMTMEHTHBIX HEBYCOB, YacTo cuMMeTpryHO. B 40%
CllyyaeB BUTHIJIUTO COYETAETCS C MATOJOrMed Tias,
BCTPEYaeTCsl U30JMPOBAHHO MJIM B CTPYKTYpE CHHIPO-
Mma Vogt- Koyanagi —Harada [14—-16]. KommiekcHoe
JleueHHe BUTHJINTO BKIIIOYAET: aHTHOKCHIAHTBI — TOKO-
¢eponsl (But E), xumuodotorepanust — YOO B coue-
TaHuu ¢ pypoxkymapuHamu [17].

B nutepaTtype HaM He BCTPETHIIUCH Ty OJIMKAIUH,
MOCBAILEHHBIE ONMcaHuto BpoxkaenHoro HH/I B acco-
nuanuu ¢ BUTWIHTro. [IpuBoauM HaOMoeHue ceMbu
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BUTHUIIHTO
! - caxapublit quabet I Tuna

. - THIEPTOHUYCCKasA 6ose3Hb

- paK JKenlyaka

dparmeHT poaocnoBHON cembn M.

M., B KOTOPOH y CbIHA U Marepu JUarHOCTUPOBAHBI
HHJI B accouranuu ¢ BUTUIUTO U HEHPOCEHCOPHOU
TYTOYXOCTBIO.

Hayuenmer: Manpuuk A., 1985 rp., poAuiIcs OT LIeCTOH
OepeMEeHHOCTH, TEePBBIX CPOUYHBIX POJOB IYTEM Kecapesa
cedeHusi, ¢ Maccoit tena 3800, mmHoit 50 cm. C panHero
BO3pacTa y peGeHKa OTMEUEHbl HEOOBSICHUMBIE MOABEMbI
TeMIeparypbl Teja, 0eCroKOWCTBO, MOIUYPHs, TIOIUAUIICHS,
runoctenypusi. HHJ[ nuarnoctupoBan B 2 roga. B 9 ner y
MaJlbiuKa KOHCTATUPOBAHbI MOJIHYpHs, momuaumcus — (9 =
10 1), runoctenypus 1000-1002, cHI>KEeHHE OCMONSAIBLHOCTH
moun 10 100 MocM/kr H,O. Ha4aro yieueHne runoTuasuiom
3 mr/kr/cyt, amunopuznom 0,3 MI/Kr/CyT B BUAe Hpemnapara
MoOAypeTHKa. B pesynbrare JieueHns1 KOJIUYECTBO BBITUBAC-
MOH M BBIJIEJIIEMOH JKUJIKOCTH YMEHBILUIIOCH B 2 pa3a (10 4—
4,5 n.). B 12 mer y Manpumnka BBIsIBICHA MMATOJOTHS TJia3
(cTanmoHapHas MHUONMS ClpaBa, NPOrpeccupyiolias MHO-
ISl ciieBa CpelHel CTENeHH, CIOKHBI MUOIMMYECKUH Mpsi-
MO acTUrMaTu3M ¢ obeux cropoH). B 14 ser nosBunnce
JNeMIMEHTHPOBAaHHbIE TSTHA Pa3TMYHON BEITHYUHBI, Ipe-
UMYILECTBEHHO JIOKAIU3YIOLI1ecss BOKPYT HEBYCOB (MATHA
CeTTOHA), BBISIBICHA IBYXCTOPOHHSS HEWpOCEHCOpHAs TY-
royxocts [-II cT.

V marepu T., 1954 r.p., ¢ panHero Bo3pacra MposBICHUS
MOJINYPUH, TTOJUIUIICHH, TUIIOCTEHYPUH, ¢ 6 JIeT — BUTHIIN-
ro. [Ipu obGcnenoBanuu B KJMHUKE B Bo3pacte 40 JieT KoHCTa-
THPOBaHbI MOJINYPHS, TOTUIUICUS 10 S5-6 JI, TUIIOCTEHYPHUs
1000-1002, cHmxeHre OCMOJISTIBHOCTH MOYH, HEHpoceHcop-
Hasl Tyroyxocts. IIpo6a ¢ aquypeTHHOM He [IPpUBEsa K yMEHb-
LIEHHUIO KOJMYECTBA BBINMMBAEMOH W BBIIEISIEMOI XKHUAKOCTH,
MOBBIIIEHUIO OCMOJISUIBHOCTH M OTHOCUTEIBHOMN TIOTHOCTH
moun. Ha koxe nuna, meu, TyJ0BUIIA U KOHEYHOCTEH Jenur-

MEHTHpPOBaHHbIE MATHA pazMepoMm 8x10 cM B guamerpe, ¢
YeTKUMH rpaHuuamu. [IpoBoauMoe jedeHre MOIypeTHKOM
B 1/2 OT cTaHAapTHOM J103bI JIAJIO MOJOKUTEIBbHBIA 3(D(PEKT.

AHanu3 poociioBHON ceMbl M. B 3 MOKOJIEHUSIX HE TO-
KasaJl aHaJOTWYHBIX MPOSIBICHUH 3a00neBaHusl.

Msl npefcTaBuin HaOIIOAEHUE CEMbU, B KOTOPOH y Ma-
TEepU U ChbIHA AMarHocTupoBaHbl BpoxkaeHHbld HHJI, Butu-
JIUTO, TYTOYXOCTb.

OCOo0EHHOCTBIO TAaHHOTO Cilydasi sIBISIETCS TIOCTENEHHOe
pasBuTHe cuMITOMOB BpoxxjaeHHoro HHJI y »xeHmuHbI 1
pebeHKa ¢ rpy/HOro Bo3pacrta, BUTHIIMTO Y Marepu ¢ S IeT, y
MaspuMka ¢ 14 net, HePOCEHCOPHOH TYrOyXOCTH y MaTepu
nocie 40 net, y Mansunka ¢ 14 netr. Kpome Toro, y Masnbunka
¢ 12 ner BBIsABIIEHA MATOJIOTHA TJ1a3.

Y Matepu U ChbIHA MOYKHO MPEATOJIOKHUTH BPOXK-
JIEHHBIN ayToCOMHO-A0MUHaHTHbIA HH/I ¢ myTanueit
reHa, KapTUPOBAHHOTO Ha 12 ayTocome M KOAUPYIO-
IET0 aKkBarmopuH-2 kaHai win X-cuersiennsii [TH]] —
PELIECCHBHBIH C MyTaIMEH r'eHa, KoJupyroero V -pe-
uenrop. s noareepxeHus TpedyeTcs IpoBeeHre
MOJIEKYJIIPHO-TEHETUYECKOTO aHaJIn3a.

BuTniuro yacto coueraercs ¢ marojioruei rias,
BCTpevaeTcs B CTPYKType cunapomMoB Vogt-Koyanagi—
Harada u Alezzandrini.

Cunnpom Vogt-Koyanagi—Harada, onucanHbIi
A.Vogt (1906) nu V.Koyanagi—Harada (1929) nposis-
JIsieTCsl BHaYaJle MOBBILIEHUEM TeMIIepaTyphl Tela,
MEHHMHI€aJIbHBIMH CUMITTOMaMHU, OCTPBIM M XpPOHHYEC-
KHAM YBEHTOM, 3aTeM TYTOyXOCTbIO, OOJIBICEHUEM, TI0-
ceZieHHeM BoJioc, BUTHiuro [15, 16].

Cunnpom Alezzandrini oTIMyaeT KIMHUKA 04aro-
BOTO BUTHIIUTO, ACCOIMMPOBAHHOTO C YBEHTOM HIIH
CHUKEHHEM OCTPOTHI 3peHusl Ha Toi cTopoHe [16,18].

OnucaHbl acCOUMALIMYA BUTUIIUTO, aJ10NELUU, CUH/-
poma Jlayna [19], cunnpoma Vogt-Koyanagi—Harada
C TUTNIOTUPEOUAN3IMOM | caxapHbIM auaberom [20],
yBeuTa ¢ BUTUiIuro [21].

B tabnuie npeacraBieHbl CHHIPOMBI, ITPOTEKa-
FOIIME C BUTHIIUTO.

Kak BuHO 13 TabHIIbI, TOpaKEHUE MOYEK B BHJIE
BpoxsienHoro HHJI nipy jaHHBIX CUHApPOMAaXx He BCTpe-
gaeTcs. Y HaOoJaeMbIX MAlMEeHTOB OTCYTCTBYIOT
aJjionenys, YBEHT, XapaKTepHbIe I cHHApoMa Vogt-
Koyanagi—Harada.

CMHAPOMbI, nportekaowue Cc BUTUIUro

CuHapom

Be,uymme KJINHNYeCckKne CUMIMTOMbI

ABTOp®bI

Vogt-Koyanagi-Harada syndrome

Butunuro, yBeut, 4eCTPyKLMS MENAHOUUTOB ceTya-
TO 060/104KN, NPexXAeBpeMeHHoe obbiceHne, Ty-
royxocTb

L.Barnes, 1988C.Lamerson,
J.Nordlung, 2000H.U XapuTtoHo-
Ba, 2002

Alezzandrini’ssyndrom

OyaroBbli BATUAWIO, aCCOLMUPOBAHHbBIN CO CHUXE-
HUEM OCTPOThI 3PEHUS HA TOW XE CTOPOHE, TYrOyXOCTh

C Lamerson, J Nordlung., 2000

CUHAOPOM C HEYTOYHEHHbLIM Ha3BaAHUEM

Butunuro, anoneuus, cuigpom JayHa

AC Brown at al., 1974

CVHOPOM C HEYTOYHEHHbBIM Ha3BaHVEM

Butunuro, yBent, nonmos

TJ Kern at al., 1985

CVHOPOM C HEYTOYHEHHbBIM Ha3BaHVEM

Vogt-Koyanagi-Harada syndrome, accounnpoBaH-
HbIlA C TMMOTUPEOUAN3MOM U CaxapHbiM AvabeTom

N Jaggarao at al., 1989

CVHAPOM C HEYTOYHEHHbLIM Ha3BaHUEM

Butunuro, HedporeHHbili HecaxapHbii guabet, Ty-
royxocTb Yy MaTepu 1 CbiHa, NATONOrns rnaa y cbiHa

CobcTBeHHOe HabnoaeHve
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Habmnronenne ceMpr IEMOHCTPUPYET aCCOIMAITIIO
BpoxjaenHoro HH/I, Butunuro, HeMpoceHCOpHOH Ty-
TOyXOCTH y MaTepu M ChbIHA, KOTOpas HE COBCEM Xa-
pakTepHa mis cuHApoMmoB Vogt-Koyanagi—Harada u
Alezzandrini. Mo>kHO P IMTOIOKHUTH BITEPBHIE OMTUCHI-
BaeMblil y MalMeHToOB BapuaHT BpoxkjeHHoro HHJI B
cTpykrype cunapoma Vogt-Koyanagi—Harada wim
HOBBIM CHHJIpOM, Xapakrepusyrowmuniics HH/I, Butu-
JIMT0, HEUPOCEHCOPHOM TYTOYXOCThIO.
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