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<> Mpu quddepeHunanbHoOil AMarHOCTHKE ABYCTOPOHHUX FPaHY/e€MaTO3HbIX YBEUTOB HEOOXOAUMO MOM-
HUTb 0 GoJse3Hb Porra—Kosinaru—Xapaaa. laHHaa naToJiords yaile BCTpeuyaetcsl y npeacraBuTenei
MOHTrOJIOUJHOH pacbl (HauboJee yacTo y SINOHUEB, aMePUKAHCKUX MHAENLEeB), JHULL UCNAHCKOTO Mpo-
MCXOXKAEeHUs. Y mpeacTaBuTe el 0eoi pachl BcTpeuaeTcs peako, yaile y xeHuH 30-50 jer ¢ Tém-
HOW MUTMeHTalKuel BoJOoC U KoxHu. B npoapomanbHO# cTaauu KAMHUYeCKasi KapTMHA 3a00JeBaHUs He-
cneyuuyHa, ¥ eJMHCTBEHHbIM METO0M, MOMOTAlOLUIMM NMOCTaBUTh IMArHO3, sIBJAsieTCs aHruorpadus ¢
MHIOUMAaHUHOM 3enéHbiM. Ha nmpumepe KiMHMUYECKOTO ciyuyasi mpejacTaBjieHbl CMOCOObI JUATHOCTUKU U
HaOJ/01eHHS 32 NalMeHToM ¢ 6one3Hbio Porra-Kosinaru-Xapana. CBoeBpeMeHHO BbISIBUTb PELUIUB MO-
paXKeHUs XOPUOUIEH TAKKE MO3BOJSIET TONbKO aHTHOTpaus ¢ MHIOLMAHUHOM 3e€HbIM. D ekTHBHOE
M CBOEBPEMEHHOE JieueHHe BbICOKUMHU 103aMU KOPTUKOCTEPOUI0B, MPU HEOOXOJIMMOCTH, B COYETAHUHU C
LMTOCTATHUECKMMHU NPenapaTaMu COXpaHsieT NalMeHTy BbICOKUE 3pUTeNbHble (DYHKIMH.

<> Karuesste crosa: 6onesnb Porra—Kosinaru—Xapaza; yBeur; 3KCCyIaTHBHASI OTCIOHKA CETYATKH;

aHruorpadus ¢ UHIOUUAHUHOM 3€/IEHBIM.

BBEJIEHUE

Bosesnb  Porra—Kosnaru—Xapana siBasiercs
peNKUM MoJMopraHHbiM 3a0oseBanueM. [lo naHHbIM
JUTepaTyphbl, yactora Bcrpeuaemoctu B CLIIA Bapbu-
pyet oT 1 710 4 % oT Bcex cJayyaes yBeuTa, a B Sno-
uuu gocturaet 6,8—9,2 % oT Bcex cjayuaeB yBeuTa
[5]. Bosie3nb penko BeTpeuaetcsi y Jauil 6eJ0l pachl
M MopaxkaeT, B OCHOBHOM, TpeACTaBUTEJEH Hapoj-
HOCTel ¢ 6oJiee BbIpaXKeHHON MUrMeHTaluel, Hanpu-
Mep, a3uaToB, UcnaHleB, uHaekes. B Poccuu 3a60-
JieBaHue 0ObIYHO PErUCTpUPYIOT B pailoHe CpenHero
1 Huxnero [ToBosxkbs [3]. Cpenn nuil 6esiof pachl
yalle CTpajaloT KeHUUHb! ¢ 6oJiee TEMHOM MUIMeH-
Taluel Koxku 1 Bosioc B Bogpacte oT 30 1o 50 et [14],
OJIHAKO OTHCAaHbI CJyuau nopakeHus u aetei [1].

BriepBble BocmasieHue, accolMUPOBAHHOE C TO-
Jano3oM, Obiio onucano emé B 10 Beke. B 1906 rony
A. Vogt ony6/inKoBaJ cTaTblo, B KOTOPO# OblJia Onuca-
Ha JaHHasi coyeTaHHast natoJorus. B 1926 E. Harada
OMHcaJ MEePBUYHBIH 3aJIHUH YBEUT, aCCOLLUHPOBAHHBIN
C KCCYIATUBHOM OTCJIONKON CeTYaTKU U MJEOLUTO30M
cnuHHOMO3roBoH xkKuaKocTH. B 1929 rony Y. Koyanagi
onucas lecTh MalueHToB C JBYCTOPOHHUM XpOHHYe-
CKHUM MPHUIOLUKJIUTOM, aCCOIIMHPOBAHHBIM C BUTHJIUTO,
aJiornelei, MoJMo30M, IJIyX0TOH W 1IyMOM B yuiax [7].
J. Babel B 1932 rony u Bruno coBmectno ¢ McPherson
B 1949 rony Bbliesuau 3aGojieBaHusi, OMMCAHHbIE

A. Vogt, Y. Koyanagi, E. Harada, u npennosioxkusu, 4to
JlaHHble U3MEHEHHSI SIBJISIIOTCS MPOJOJIKEHUEM OJTHOTO
3abosieBanusi. C Tex Mop yBeOMeHHUHTO3HLEMAabHbIH
CHHJIPOM CTaJl u3BecTeH Kak 6ose3nb Vogt—Koyanagi—
Harada (Porra—Kosinaru—Xapana) [5].

B ocHoBe natorenesa Gosesnu Porra—
Kosinarn—Xapana JsiexXut ayToMMMyHHOE Topa-
JKeHue MeJJaHOUHMTOB [4], B CBfI3M C 3TUM MocCJe
OCTPOTO BOCMaJeHUs Pa3BUBAIOTCA JeNUrMeHTa-
1IMS1 KOXKHM (BUTHJIMIO), YAaCTHYHOE BbINajeHHe BO-
Jloc (aJionerusi), B TOM YUCJIe PECHHUL U OpoBel, X
JloKaJibHOe mnocejieHde (MoJu03) U JIenUrMeHTallus
NJIa3HOTO JIHA (M0 TUMY «3aXOJsLero CoJHIA»), siB-
Jstolrecss HauboJjiee XxapaKTepHbIMH CHMIITOMAaMH
3abosieBanus [11]. [Topakenue mesaHoIUTOB B 060-
JIOYKaX TOJIOBHOT'O MO3T'a U BHYTPEHHEr 0 yXa MpUBO-
JUT K Pa3BUTHIO MEHUHTEAJbHbIX CUMIITOMOB H T0-
HUKEeHHUIO cayxa. [latorenesd saboseBanusi csizaH
¢ u3MeHeHHbIM T-ormocpesoBaHHBIM HMMYHHBIM OT-
BETOM MPOTHB CBOMX AHTHUI'E€HOB, CBI3aHHBLIX C Me-
JAHOLMTaMU. YCTaHoBJeHa cBsA3b Gose3nn Porra—
Kosinaru—Xapasa c uejjoBe4ecKuM JeHKOUUTAPHBIM
anturedioMm DR4 (HLA-DR4) u HLA-Dw53, ¢ Hau-
6oJsiee BBICOKMM aCCOLMUPOBAHHBIM PUCKOM [/
HLA-DRB1*0405 1 HLA-DRB1*0410 ransoTtunos
[3, 4, 5, 11]. ITo nannwim I K. Mam6eTkynoBo#i ¢ co-
aBTOpamH, 6oJbHble HOXKHO-YpabCKON MonyJasiiiuu
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¢ cunapomom Porra—Kosinarn—Xapaaa oTinyaroT-
Cs1 OT 3I0POBBIX TOHOPOB HOJiee YaCTOH BCTpeuaemMo-
crbio anturenos HLA B12, B14, B22, B51, noJiHbiM
oTcyTcTBHeM aHturenor B18, B21, B27, B41, a au-
turenbl B7, B8, B16, B40 BcTpeuatoTest B eiHUU-
HBIX caydasx [8].

AKTYAJIBHOCTDb

bonesnn  ®Porra—Kosinarn—Xapajga  siBjsiert-
Csl peJIKUM CHUCTeMHbIM 3aboJieBaHHeM, HadaJbHast
CTalusl KOTOPOro HE UMEET THUIIMUHOH KJIWHHUYECKOH
cumntoMatuku. CJI0KHOCTD IMATHOCTHKH 3abo0JieBa-
HUSI COCTOUT B TOM, UTO Ha MPOJPOMaJIbLHON CTaJ U
BOCMAJIMTEJIbHBIH POLLECC PA3BUBAETCS TOJBKO B CO-
cyucToi o6oJiouke rjasa, u oOUIeNPUHSATBIE METO-
JIbl IHaTHOCTUKH HE BCErja MOT'yT MOMOYb MOCTABUTh
npaBUJIbHBIA AuarHo3. [yianasi skccynaTuBHas crTa-
JIAs XapakTepuayeTcs 6osee THMHYHON KJIMHUYECKOH
KapTHHOMH, 0JlHaKO TpeOyeT ObICTPOro HayaJja CBOEB-
pPEMEHHOH MOJIHOLUEHHOH CUCTEMHOH Teparnuu.

B oTcyTCTBUM afieKBATHOTO JiedueHUs 3a00JieBaHUe
NPUBOJUT K 3aBeplIaIOLLeH CTa U1, CHMIITOMY «3aX0-
JSILEro COJIHLA», TO €CTb JeNUTIMeHTalUH [JIa3HOTO
JIHA BCJIEJICTBHE TIOPAXKEHUS] MEJAHOILUTOB MUTMEHT-
HOT'O SMUTEJHUS U XOPUOUJIEH U HeoOpaTUMOMY CTOM-
KOMY CHH2KEeHHIO 3peHusi. BoaMoxKHO pa3BUTHE ryiay-
KOMbI, KaTapakTbl, HEOBACKYJSipU3ALHUU CETUATKH
1/MJ1 THCKa 3PUTEJIBHOTO HepBa, CyOpeTHJIbHANbHON
HeoBackyssspHoil memOpanbl [10]. B npotuBonosnox-
HOM cJlyuae, NMPH MPOBeJeHHH HeOoOXOAUMOro Jieye-
HUS, TedeHHe 3a060JieBaHUs OJaronpusiTHOE, y Nallu-
€HTOB COXpPaHsIeTCsl BbICOKAS OCTPOTA 3PEHHUSI.

OCOBEHHOCTW KAMHWYECKOW KAPTUHDI

bosaesnb @orra—Kosinaru—Xapana oTHocuTcs
K MEepPBHYHBIM CTPOMAJIbHBIM XOPHOMAMTAM M MpPO-
SIBJISIETCS] B BHJIE JIBYCTOPOHHEr0 TpaHyJ/JeMaTo3HO-
ro yseuta. XapakTepHbIMH NPU3HAKAMH TOPaAKEHUS
nepejHero orpeska TIJasda sBJSIOTCS «caJibHble»
NPeUUUTaThl Ha HJI0TEJHH POTOBUILbI, BO3MOXKHbI
y3eJIKH B cTpoMe pajyxkkH (Bycakka) u/uan no apau-
KoBoMmy Kpato (Kénmne). B HekoTopbIX cayyasx 3abo-
JIeBaHHE MOXKET HAaUWHATbCs1, KaK OJJTHOCTOPOHHEE UJIU
HerpaHyJ/JeMaTo3Hoe, OJHAKO B OJuxKailiee BpeMs
BOCIaJIeHHe pacnpoCcTpaHseTcsl Ha BTOPOH J1a3 UJU
MPUHUMAET XapaKTep rpaHyJeMaToO3HOrO.

[ToparkeHue 3ajHero oTpeska rjiasa HauyMHaeTCsl
¢ 0TéKa 1MCcKa 3pUTEJJbHOTO HEPBa U COYETAETCS C Bbl-
paKeHHbIMH BOCMAJUTEbHBIMA H3MEHEHHSIMH B CTe-
KJIOBHJIHOM TeJie. XapaKTepHO pa3BUTHE MHOrodo-
KYCHOH 3KCCYLATHUBHOW HEPErmMaToOreHHOH OTCJOUKH
CeTyaTKH B 3aJiHEM MOJIIOCE BCJIEJICTBUE MPOHUKHOBE -
HUS CEPO3HOU KUAKOCTU U3 XOpHoueH. [lanbHeliliee
pasBUTHE BOCMAJIEHUs] MHOT/Ia TPUBOAUT K OyJINE3HON

OTCJIOMKE CeTUaTKH, yalle Ha nepudepuu riasHoro

JHa [5].

B 2007 rony N.A. Rao npensioxua enuHblie Kpu-
TepuM /ISl MOCTAaHOBKHU AuarHosa 6osesnu Porra—
Kositnarn—Xapana [12]:

1. OTcyTcTBHe B aHaMHe3€e MPOHUKAIOLLEr0 paHeHUs
rjaza MW onepaidu, MpeallecTBYIONIMX Hauaay
BOCTAJIeHHUS.

2. OTcyTCTBHE KJAMHMYECKMX WJH J1aG0opaTOPHbIX
JIAHHBIX, JTOCTOBEPHO YKa3bIBAIOIIUX HA JPYTyIo
MaTOJIOTHIO IJIa3HOTO 16J10Ka.

3. JIBycTopoHHee nopazkeHue (10J1KHbl ObITh BKJIIO-
YeHbl a WJH O, B 3aBUCUMOCTH OT CTaauu 3aboJie-
BaHMUsl, Ha KOTOPOH MPOBOASAT OCMOTP NalUeHTa):
a. Pannue cumnrombl 3a60/1eBaHUs: TOCTOBEPHbBIE

npusHaku augdysnoro xoprouaura (¢ uan 6es

repeHero yBeuTa, BOCHAJUTENbHONH peaKiluu

CTEKJOBUAHOTO Teja uau runepemun JI3H),

nposiBJsIOLIHeCs (a) JOKaJbHBIMH yuyacTKaMu

cyOpeTHHAJIbHOH YKUJKOCTH HJH (0) cepo3HOu

OyJ1J1Ie3HOU OTCJIOUKOK CeTUaTKH.

b. Tlosgnnue cumnrombl 3a6oJieBaHus:

i. Hasnuue B aHamMHe3e MpHU3HAKOB pPaHHHUX
CUMIITOMOB 3a00JIeBaHUsl, YKa3aHHbIX B 3 a,
¥ UK (2) nau (3) B AaJibHEH1LIEeM, HIH MHO-
JKeCTBEHHbIE MPU3HAKH 3;

ii. JlenurmeHTauus ryasHoro sibJjoka: uJu (a)
MOHETOBM/IHbIE XOPHOPETHHAJbHbIE JIEMUT-
MeHTHpOBaHHbIe pyOILbl OT y3eJKoB [lasieHa-
®yxkca, uau (6) ckorJjeHue MUTMEHTHOTO
SMUTEHS CeTUaTKH H/UJIH ero MUrpaims,
UJIH (C) pelUIMBUPYIOLIHH HJTH XPOHHYECKHUH
nepeHUH yBeHT.

4. HeBpoJsioruueckue MposiBJCHUSI HJM CHMIITOMBI
NopakeHusl BHYTpPEeHHero yxa (MOryT ucyesaTb
CO BpeMeHeM B Tpollecce pa3BUTHSl 3aboJjieBa-
HUSA):

a. MeHuHrusMm (6eCnoKOHCTBO, TOIUIHOTA, JIHXO-
pajka, rosioBHasi 60Jib, ablOMHUHaJbHbIE OOJH,
CKOBAHHOCTb B llee W CHUHE WJM COoueTaHue
JlAHHBIX CUMIITOMOB);

b. 3BoH B yiIax;

c. [lneounTo3 CIMHHOMO3TOBOH XKHUAKOCTH.

5. IlposiBaienusi co CTOpPOHBI MOKPOBHOH CHCTEMBI:
aJioneLmsi, MK M0JH03, WK BUTHJIUTO.

O nuarnose 6osesnb Porra—Kositnaru—Xapajna
MOKHO TOBOPHUTb B CJ1yuae HaJM4uus Bcex | —5H Kpute-
pueB. HernoJsiHblil CHHAPOM MOXKeT ObITb YCTAHOBJIEH
NpH HaJU4YKuK KpuTepueB 1 —3 u uau 4, nau 5. [pen-
nosiaraembiii  cunjgpom  Porra—Kosinarn—Xapaja
(M30JIMpPOBAHHOE MTOPaXKeHHe IJ1a3HOT0 10J10Ka) OCHO-
BbIBaeTcs Ha coueTanuu 1 —3 kpurepues [11].

B Teyenuun 3abosieBaHMs BbIICJSIOT YeThlpe CTa-
nuu [6]:
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1. IlpoapomaJsibHas: rosoBHble 60JIM, TOUIHOTA, JIH-
X0pajika, roJIoBOKpYsKeHHe, 60J1b B OpOUTE.

. Knunuuecku siBnas/sxccyaaTupHas.

3. XpoHudeckas ctajaus: (a) c OCTPbIMHU PeLLUIUBAMH,
(6) MesLJIEHHO NTpOrpeccupyoLast.

4. Tlognusist cTajusi: HAa TJIAa3HOM JIHE KapTHHA «3a-
XOSILEro coJiHua», pyoubl ot y3enkon [lanena-
dykca, BATHIINTO, AJIOTIELHS, TTOJHO03.

Murepecen KJAMHUUECKUH caydyall nalMeHTku E.,
49 J1eT, TaK KaK OH 0TpakaeT 0COOEHHOCTH KJIMHUYE-
ckoro Teuenust 6osesann Porra—Kosnaru—Xapana.

M3 anamHesa u3BecTHO, UTO GOJIbHAS BIIEPBbIE OT-
MeTHJ1a CHUKEHHE 3pEeHUsI JIEBOTo Ij1a3a B ceHTsOpe
2009 ropa. I'lo MeauuMHCKUM cripaBKaMm Oblja ycTa-
HOBJIeHA KJAMHHMYecKast KapTuHa: OS MHOKeCTBEHHbIe
MeJIKMe MPelUnuTaThl, onaJecieHI|Us Baard nepej-
Hell KaMepbl, BOCNAJNUTebHAs PeaKlHsl B CTEKJIOBUIL-
Hom tesie. [Ipu odranemockonun OS obpauianu Ha
ce0s1 BHUMaHKWe THIIEPEeMUsl U Pa3MbITOCTb KOHTYpPOB
JI3H. Bbi1 npoBenen Kypc NpoTHBOBOCTAJNUTELHOM,
aHTubaKTepUaJbHOH, AeceHcubUIU3upyloled Tepa-
MUK ¢ yJaydllleHHEeM OCTPOThI 3peHUs JIEBOTO TJyasa
¢ 0,3 100,9.

B utone 2013 rona y nalifieHTKH NMOsIBUJIaCh U B Te-
yeHHe HeCKOJbKHMX 4YacoB HapocJa obuias ¢aabocThb,
rosioBHast 60Jib, Pe3KO CHHM3MJACh OCTPOTA 3PEHHS
o6oux raas. buiuio sadukcuposano AJL 180/100 mm
pt.cT. [To CMII nauueHTka Oblaa FOCMUTAJIU3UPO-
BaHa B peaHMMallMOHHOe oTaeseHue MapuHHCKOH
6OJILHUILBL. B CBSA3W ¢ yXyjllleHueM COCTOSIHHS, TIO-
sIBJIEHMEM TMPU3HAKOB pasapakKeHusi MO3roBbiXx 060-
Jlouek, Obljia BBIMOJIHEHA CTHHHOMO3TOBasH MyHKIIUS
(1nT03-6 % 10%, 6eq0k-0,04 r/n), naeonuroza CMK
BbISIBJIEHO He Oblylo. Bblsia npoBeaeHa nyJ/be-tepanus
metuanpeanudononom 1000 mr Ne 3 ¢ nosoxkuteib-
HbIM 3(hPeKTOM, 3peHHe MOBbICHJIOCHL Ha JIeBbIH I1a3,
a Ha MpaBblii BOCCTAHOBUJIOCH MOJHOCTbIO. Bbls BbI-
SIBJIEH TaKKe MPABOCTOPOHHUNA THOMHBIH TalMOpPHUT,
¥ MPOBOJAMJIOCH MYHKIIMOHHOE JiedeHne ¢ aHTuOaKTe-
pUaJbHON Tepanuei 10 CaHall1u.

Yepes nBe neneaun, B uioge 2013 roga B cBsA3U
¢ yxyauieHuem 3peHusi Ha o6oux rnasax (OS> O0D)
namuenTKa nocrynua na 4 MXO I'b No 2.

Busowmerpus:

Vis OD 0,02 co sph-3,5D = 0,1

Vis OS — nBuKeHHe pyKH y JHlla, HellpaBUbHAs
CBETOMPOEKIUS, IBETA PA3JUUAET.

BI[J1 OD = 16 mm pT1.cT., OS = 13 MM pT.CT.

Cy»KeHue 110J151 3PEHHUsT TPABOTro rJ1a3a 1o 5° 1o Me-
puananam 120°, 135° 180°. OS ocToBepHbIX JaHHBIX
MOJIYUUTh HE yIaJ0Ch M3-38 COCTOSTHUS OMTHUECKHUX
cpe.

buomukpockonusi OD: poroBuiia mnpospaunas,
Ha SHA0TEJIMH MHOXKECTBEHHbIe «CaJibHble» TpeLt-

\)

MUTaThl, epeHsst Kamepa cpeHel ryOuHbl, paBHO-
MepHasi, onaJecueHlus Baaru l+, xpycTajquk npo-
3payHbId, B CTEKJOBHHOM TeJe KJeTOUHas peaKiius.
OS: poroBuliia npo3pauHasi, Ha SHAOTEJNHUH «CaJTbHbIE»
NpeLUnuTaThl, nepeaHss Kamepa cpeiHei rayOuHbl,
oraJieclieHIIus BJaru 3+, pUCYHOK pajy»KKH CTylile-
BaH, CrJakeH, KpyroBas 3aJHsisi CHHeXHsSI ¢ pOpPMHU-
poBaHueM (UOPO3HOH MJEHKH MO MOBEPXHOCTH XPy-
CTaJIiKa, 3payok JeopMUpPOBaH, AMAMETPOM 2 MM,
ray6:xe Jiexallue CTPyKTYpPbl He OLIEHUTh.

Odranbmockonusi OD: JIBH runepemuposat,
C pa3MbITBIMH KOHTYypaMH, OTEUHbIH, B MaKyJsipHOH
00J1aCTH pajidalibHast CKJIaa4aToCThb, B HUKHUX OT/Ie-
JIaX 9KCCyaTUBHAS OTCJONKA CETUATKH.

Odranbmockonust JeBoro rjasa He MPOU3BOJM-
J1ach M3-3a COCTOSTHUS OMTHUECKUX CPel.

B-ckanuposanue OU (03.07.13 r): OD cocynu-
crasi 060Ji0YKa BbIpakeHa, paBHOMEPHO YToOJIlleHa
ot JISH no sxBaropa. Cetuatka otcsoena ot JI3H
B 30HE 3aJIHEr0 MOJI0CA ¥ HUXKHSAS TOJOBUHA OT IK-
BaTopa 10 3youaron auHun. OS: cocyauctas 060J04-
Ka nuamenena, cxogna ¢ OD. CetuaTka HHXKHEH T0J10-
BUHbBI MJIOCKO OTCJIOEHA B MPEIKBATOPHAJIbLHON 30He
(puc. ).

MPT rogioproro moara (08.07.13 r): B BelllecTBe
OOJIBbIINX TOJyLapUH, TPEUMYLLECTBEHHO NapaBeH-
TPUKYJISIPHO, @ TAKKe B MO30JIUCTOM TeJle U MO3KeY-
Ke 0OHapyKeHbl MHOXKECTBEHHbIE O4Yaru OBaJbHOH
¢dopmbl pazmepamu 4—5 MM, THIEPUHTEHCHBHbIE
Ha T2 BU u Tirm.

B anasuze KpoBH OblJ yCTaHOBJIEH JICHKOILMTO3
1 JIUM(OILMTO3, OCTaJbHbIE TTOKA3aTe n ObIIH B Mpe-
JieJ1ax HOPMbI.

YuuteiBasg KaJjoObl  OOJBHOH, KJHHHYECKYIO
KapTHHY JBYCTOPOHHEro I'paHy/JeMaTO3HOTo YyBeH-
Ta C HU3KOH 3KCCYNATUBHOH OTCJOHUKOH CeTYaTKH,
HEBPOJIOTMUECKHE TPOsIBJEHHUS], OTCYTCTBHE JIOCTO-
BEPHBIX JIAHHBIX 3a JIPYTyi0 MHPEKIIMOHHYIO ¥ HEUH-
(heKLHOHHYIO0 MaToJIoruto, OblJ MOCTaBJEH AMarHo3
cunapoma Porra—Kosanarn—Xapana.

MEPCNEKTUBbI ANATHOCTNKN

B nponpomasbhyio craguio 6omnesun orra—Kos-
Haru—Xapaja BocnaJ/JiuTe JIbHbld npouecce B 6oJblie
CTerNneHu pa3BUBAETCs B XOPHOUJIEE, TJ1€ JI0OKAJIU3YIOT-
Csl MeJIKKe I'paHyJ/JIEMbI, He BbI3bIBAIOIIIHE MOPAYKEHHUS
pacroJioxKeHHbIX M0 COCEJICTBY CTPYKTYP, B UaCTHO-
CTH ceTyaTKu [6]. ENHHCTBEHHBIM MeTO/IOM, Crloco6-
HbIM BbISIBUTb JJaHHbI€ TPAHYJIEMbI, IBJSETCS aHIHO-
rpacdusi ¢ MHAOUHAHUHOM 3€JIEHBIM.

[Ipu nuddepennanbHoOl AMarHocTuKe rpaHyJe-
MOTO3HbBIX YBEUTOB U MPU OTCYTCTBUU JIOCTOBEPHBIX
JlAHHBIX O HAJIMUUK ApYyroro saboJieBaHUs HEOOXOH-
Mo moMHUTb 0 Oosieann Porra—Kosinarn—Xapana,
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Puc. 1.B-ckanupoBanue OU: cocynucras o6osouka yroauena ot I3H no skBaropa. OD ceruartka otciaoena ot JI3H B 3oHe 3aaHero
MoJII0Ca U HUXKHSS MOJIOBMHA OT 9KBaTOPa 10 3y6uaroil iuHuK. OS ceTuaTKa HUMKHEN MOJOBHHDI MJIOCKO OTCJI0€HA B PEIKBATO-

pHUaIbHON 30He

0COOEHHO y MpejicTaBUTe/iell HapojHOCTel ¢ OoJee
BbIPA>KEHHOU MUTMEeHTalUKUel WJIK y Jiul OeJIol pachl
30—50 s1eT »keHcKoro noJia ¢ 6oJee TEMHON MUIMeH-
Taluen KoxKU U BoJoc. B Takom cayuae HeoH6XoauMo
MPOBOANUTL AHTHOTpaHIo ¢ HHAOLHAHUHOM 3€/1EHBIM
JJ151 BbISIBJIEHUS XapaKTePHbBIX TPU3HAKOB MOPaXKeHH s
XOPHOUJIEH.

M. Miyanaga ¢ coaBTopamMHu TI10Ka3aJH, UTO
B CJlyyae BbITOJIHEHHs T0JHOr0 KOoMIljekca oOcie-
JI0BaHMs, 0COOEHHO aHTHOrpacuu ¢ UHIOLHAHUHOM
3eJIEHBIM M CIIMHHOMO3T0BOH MYHKILHH, 1HAarHo3 60-
qae3nn Porra—Kosnaru—Xapana Obin BepuuILUPO-
Bany 100 % GoabHbix (22 uesioBeka). B npotusomno-
noxuoM cayuae y 60 % (u3 10 yesoBeK) 3THOIOrUSA
YBEUTA OCTaJaCh HEU3BECTHOM, U TOJILKO 11032Ke OblJ10
ycTaHoBJieHO naHHoe 3abojieBanue [9]. [lneouuros
CIIMHHOMO3TOBOH KHUJKOCTH (B OCHOBHOM, JIHMM(O-
IUTbl U MOHOUHMTBI) MPUCYTCTBYET y OOJbIIHHCTBA
NalHEeHTOB B MOMEHT MJIM Cpasy rnocJje ocTpoi ¢asbl
3abosneBaHusa ¥ O6J1AronoJNy4yHo pa3peniaeTcs, HeCMo-
TPsl HA NPUCYTCTBHE BOCNAJICHUS B IJIa3HOM s16J10Ke.
B cBs3u ¢ yem JioMOaJbHYI0 MYHKIIHIO HEOOXOIUMO
BBIMOJHUTb B paHHUE CPOKH OT pPa3BUTHS MEHHHIe-
AJIbHBIX CHMIITOMOB.

JOOEKTUBHOCTD JIEYEHNA

[To nanubiM UTEepaTyphl, 60Jee paHHee JeueHHe
¢ 60J1ee BICOKUMHU JI03aMH KOPTHKOCTEPOHUIOB, B TOM
YHCJIe MyJbC-Tepanusi, N03BOJIET yMEHbUIUTL KOJIHU-
4eCTBO PELIMMBOB U CTEMEeHb MOPaKeHHsI MOKPOBHBIX
TKaHeH, YJYUYlIUTh TPOrHO3 Mo 3peHHto [, 6, 9, 11].

[To mannbim T. Kawaguchi ¢ coaBTopamu, BHY-
TPUBEHHAsl  MyJbC-Tepanusi  (MeTHJIPeSIHU30J0H
500—1000 mr B JieHb B TeueHHe 3 JHEH) C MOCJeny-
IOLUM MepopasibHbIM MPUEMOM BBICOKHX 103 KOPTH-

Kocteponos (60—80 mMr/neHb), B coueTaHHH C UM-
MyHoOJenpeccaHTaMi MpH HeOOXOIUMOCTH, HMeeT
NpeuMyIIeCTBO B CTAOUIM3aIMK BOCHAJUTEJIBHOTO
npouecca rnepei CpeIHUMH J103aMU KOPTHKOCTe-
pounos (40 mr/nenn) [8]. OnHaKko Hesb3s 3a6bIBATh
00 MHMBHUAYaJbHOM MOJXO/€E K KaxKJ0My MalHEeHTY,
YUHTBIBAsi COMYTCTBYIOIINE 3a001€BaHUS.

JlnuTenbHOCTb  Tepamnmuu  KOPTHKOCTEPOUAMHU,
no nanubiM P. E. Rubsamen u J.D. Gass (1991),
B CpeJ/lHeM cocTaBJisieT 6 MecsileB U GoJiee MpHU Xpo-
HUUYECKOM TeueHnH 3aboseBanus [13]. ABTop oTmeua-
eT HeoOXOIMMOCTb OYeHb MeIJIEHHOH OTMEeHbI Mpena-
paTa ¢ 1eJibl0 yMeHbIIIeHUS KOJMYeCTBa PElUNBOB.
P.C. Herbort (2012) roBoput o GoJiee AJUTEJSbHOM
Kypce Tepanuu 9—18 mecsues [6]. R.N. Nussenblatt
(2010) B caiyuae Tsizkéjioro TeueHusi 3abosieBaHUs MU-
IeT O MPUMEHEHUH MUMMYHOCYTPECCHBHOH Tepamnuu
Ha 1 rox n 6osee. OnHako oTMeyaeT HeOOXOIUMOCTD
Ha3HaueHUs] UTOCTATHUECKUX MpernapaTtoB (OIHOTO
WJK faxe OoJiee) /151 CHUXKEHUS 103bl KOPTHKOCTE-
pOUJIOB (HampuMep, UKJIOCTOpHH, azatuonput) [11].

B nauiem cayuae, yuuTbiBast Hajuuue 1BYCTOPOH-
HEH 9KCCYJIaTUBHOM OTCJOUKH CeTYaTKH, OblJ1a poBe-
JleHa nyJbc-tepanusi Mmetuinpeanusosonom (1000 mr
B/B KaneJsbHO, Ne 3 exkenHeBHO). [Tocsie okoHUaHus
KOTOPOU, MallMeHTKa Obl/a epeBe/IeHa Ha nepopalib-
HbIH puéM npeaHu3ooHa 80 Mr B JleHb €2Ke/IHEBHO
(1—1,2 Mr/kr Beca) ¢ MocJ/edylOLIHM yMeHblIeHHEeM
no3bl npenapara. [lTox xoubtonkrusy OU BbinoJsHs -
JIUCb HH'bEKIIUU JleKCaMeTa3oHa, Me3aToHa M aTpoIiu-
Ha. B uHcTuanAuMax nanuentka nosydana OU nek-
camerason, HIIBC.

[To nanubiM B-ckanupoBanus, oTcsoliKa ceTuaTkKu
ctaJsa 6oJsiee MJIOCKOH Ha 00OUX IJlazax Ha 6-U J1eHb
Jgedyenus: (puc. 2) u ucuesna K 17-my nHio. Kaptuna
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Puc. 2. B-ckanupoBanue OU ceTuaTka HUXKHEN MOJOBHHBI OT 9KBAaTOPa /10 KpaiiHeil nepudepun otTcioeHa 6oJjee NiIocko

rJ1a3HOr0 JHAa HOPMAJM30BaJach, 3a HMCKJIOUEHHEM
nepepacrnpesiesieHdst MUrMeHTa B MaKyJsipHOH 30He
(puc. 3). «CanbHuble» npeuunuratsl ucuesan na OU
K 17-my nHi0 jieuenusi. Dubpunoadnas naénka OS cra-
Jla ToJynpo3padHoi, nosiBujicst ocjadJJeHHbll ped-
JieKe ry1a3Horo gHa. OJHaKo BCJIeICTBHE MepevyHCIeH-
HbIX U3MEHEHUH U MOMYTHEHHS XpycTaJauKa, OLUeHUTh
CTEKJOBHAHOE TeJso U rasHoe JHo OS He npeacras-
JIS1J10Cb BO3MOYKHbIM.

OcrtpoTa 3peHus yayyliMgach Ha 060MX IJ1azax
1 COCTaBHJIA:

Vis OD 0,5 sph-2,0D =0,85;

Vis 0S 0,02 1/k.

BousibHas Oblsia BbinMcaHa noj HabJllo/ieHHe peBMa-
TOJIOTA C peKOMeHJalusiMi 06 orepaTUBHOM JieUeHHH
kaTtapaktbl OS nocsie ctabuiau3alnnu BocnaauTeb-
HOTO npoliecca.

[Taunentka nanee o6cienobanach B Llentpe pac-
CESIHHOTO CKJIepo3a, Ije OblJ0 BbIMOJHEHO HCCe/0-
Banne CM)K (24.07.13 .): uuros 15,6, 6esoK IHKBOPa
0,34, tumdountsl B 1uKBope 80, HEUTPOPUIIbI B JTHK-
Bope 1. [TosiyyeHHble JaHHbIE MTOATBEPXKAA/U IMarHO3
HenoJsiHoro cunapoma @orra—Kosnaru—Xapana, oj-
Hako kapThHa MPT roJjioBHOro mosra He yKJa/blBa-
Jlach B U3BeCTHbIe paMkH 3a6oJseBanns. Hesposorom
OblJ1 BbICTaBJIEH IMarHo3 JleMueJMHU3UPYIOLILEero 3a-
6osesanns LIHC.

B cBs13M ¢ MosiBJI€HUEM OCJIOKHEHUI TOPMOHAJb-
Hoil Tepanuu: cunapoma Muenko-Kyuinnra, yBeJsu-
YeHHs Macchl TeJia, OTEKOB, MOBBILICHHUS apTepHalb-
HOTO JaBJIEHHS, 0CTEONOpo3a, PeBMATOJOr GbICTPO
CHHU3MJ1 103y KOPTHKOCTEPOU/IOB U MOJHOCTbIO €€ OT-
MEHMUJI, TOCJIe Yero nalMeHTKa OTMeTHIa 3aTyMaHu-
BaHUe 3peHus U obpaTtuaach K opTanbmMoJiory.

[1pu o6cnenoBanuu GblIM BbIsIBJEHBI HOBbIE KPYTI-
Hble npeuunuTatol Ha porosuile OU (puc. 4), ciabas

Puc. 3. ®ororpacusa rnazvoro ava OD: A3H 6GaenHo-po30Bbiii,
KOHTYpbI ueTkue, 3/n 0,2, nepunanuansipuas atpodus,
B MaKyJ/ISIpPHO# 30He nepepacnpeeneHue nurmeHTa

Puc. 4.Tlepennnit orpe3ok OS. MHoxecTBeHHbIe KpyNHble Mpe-
LMIUTATI HA HAOTEJIUH POTOBUILbI
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Puc. 5. ®ororpadusa raasuvoro gHa OD: I3H GaeaHo-po30Bbiii,
KOHTYpbI ueTkue, 3/ 0,2, nepunanuinspras atpodus, ot
JA3H paauanbHble JUHUU CKOMJIEHUS] TUTMEHTa, B MaKy-
JSIPHOIi 30He nepepacnpeeeHne MIrMmeHTa

onaJieclieHIHsl BJary nepejiHeit Kamepbl, cyiabasi KJe-
TOYHAsl peaklds CTEKJOBHAHOrO Tesa. Ha ryaszHom
aHe OD gBHBIX MaTOJIOTHUECKUX H3MEHEHUH He ObLIO
(puc. 5), uTo noATBEPKAANA U PJIHOOPECIHEHTHAS aH-
ruorpacus (puc. 6).

B cBsisn ¢ oTcyTCTBHEM NMPH3HAKOB BOCMaJeHHUS
ceTuaTku, B ToM uucJje no jganubiMm DAL riasHoro
JlHa, TMalMeHTKa OblJa HarmpaBJieHa JJist JIOMOJIHHU-
TeJbHOr0 00cJeloBaHus Ha Kadeapy opTaabMoJO-
ruu [ICTI6I'MY um. akan. W.I1. [1aBaosa. K stomy
MOMEHTY OCTPOTa 3peHHUsI COCTABUIA:

Vis OD 0,02 co sph —3,0D u cyl —0,75D ax
165° = 0,5 (Vis OD B6.13u 0,8).

Vis OS jBuxKeHHe PyKH Y JiMlLa, HelmpaBuUJbHAas
CBETOMPOEKIHS, IBETA PA3JUUAET.

B-ckanupoBanue OU: B cTeKJIOBUHOM TeJie MJa-
Balolllie <MOMYyTHEHHs», ceTdyaTKa mnpuaexur, OS
B 3a/IHEM [10J110Ce COCyiucTasi 000J04Ka yToJILLIEeHA.

daspdoromerpust (MHCTpyMeHTabHOE OrpejieJe-
HMe KOHUEHTpaLlMK OeJiKa BO BJare nepeaHei Kamepbl):
OD 98,9 ph/ms, OS 148,6 ph/ms (cpenusisi cTaTHCTH-
yeckasi Hopma st ini ctapiie 30 jet 10 8 ph/ms).

Aurvorpacusi ¢ ungounanuHom 3enéubiMm OD:
MyJbTH(OKANbHOE TOpaKeHHUEe XOPUOUAEH MO THITY
«TEeMHBIX MATEH», MPeJCTaBJsIOUIHE COOOH TpaHyJe-
Mbl B CTPOMe XOpHOUJIeH (puc. 7), runepdJioopeciiu-
eHIIUS1 B MaKyJsipHOH 30He (pHuc. 8).

Takum 06pa3om, TOJILKO NMpH aHTHOTPAdHUH C MH-
JIOLIHAHUHOM 3€JIEHBIM OblJ BbISIBJIEH aKTUBHBINH BOC-
naJIMTeJbHbIH MPOLECC B XOPHOUEE, UTO TpeOOoBaJIo
Ha3HaueHUs1 aKTUBHOH MPOTUBOBOCMAJUTELHON Te-
panuu, HECMOTPS Ha TO, YTO Ha oHe MeCTHOH Tepa-
MUY MPEUNUTAThl Ha POrOBUIlE YMEHBIIUJNUCH U CTa-
JIM TATMEHTHPOBAHHBIMH.

YuuTbhIBasi HEBPOJIOTHYECKHE KaJ0o6bl U JHaTrHO3
Jlemuenunusupyiouiero 3aboJjieBaHusl B aHaMHe-
3e, MalMeHTKa OblJa KOHCYJbTHPOBAHA HEBPOJIOTOM
[ICTI6I'MY um. axkaxn. M.I1. [laBaoBa U pekomeH-
J0BaHa TocnuTasusdaius. B KJIHHWKe HEBPOJOrHH
[ICII6I’'MY um. akaxn. Y.I1. [TaBsnoBa nocse gomnoJ-
HUTEJbHOrO 0O6CJe0BaHus TMalueHTKe Obla MOj-
TBepKJAEH nauarHos JlemuesuHuagupyioilero 3a6o-
gesanust [IHC, accouuupoBaHHOTO ¢ CHUHAPOMOM
®orra—Kosnaru—Xapasna. YuuTbiBasi HEBPOJOIH-

Puc. 6. ®amoopecunenthas auruorpadusi OD: cnabas runepditoopecurenuys B 06aacty nepunanaiisipHoi arpodumu,
runooopeceHTHbIe MoJ0Chl, paauanbHo otxoasime ot A3H
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Puc. 7. Auruorpadus c ungoupanunom 3enéusim OD: runoduitoopecieHTHbIe «TEMHbIE MATHA» , PACTIOJI0KEHHbIE 110 BCEMY INIa3HOMY

JHY, IpeacTaBjdounie co00¥i I‘paHyJ'léMbl B CTpOME XOpUOHUIEH

Puc. 8. Anruorpadusi ¢ ungpoupaHuHom 3enéxbim OD: runep-
¢moopecureHTHbIN ouar B BACOUHOM YaCTH MaKyJasIpHOI
30HbI, HaJl HWXKHEBHCOUHOW apKajaoi, 00YCJOBJIEHHbIH
M30bITOUHBIM BCJIEACTBUE BOCMAJEHUs] MPOCAYMBAHUEM
Y HAKOIJIEHHMEM WHIOLMAHUHA 3€EHOT0

yecKue U 0(hTasbMOJIOrHUeCKHe oKa3aHusi, 60JIbHOM
6bl1a TPOBE/IEHA MyJIbC-Tepanus METHJTPETHU30J10-
HoM 500 mr Ne 3 exkegHeBHO U Ha3HAYeHA LIUTOCTATH-
yeckas Teparnus a3aTHONPHHOM B 103e 2,5 Mr/Kr/1eHb
€KeJIHEBHO.

Ha BTopble cyTkM OT HauaJsa JedeHHs oTMeua-
JIOCh CHH)KEHHMEe YPOBHSI OMaJieCleHlIud npu OGHo-
MHUKpOCKONUHU Ha 1+, no daspdortomeTpun B 2 pasa:
OD 44,5 ph/ms, OS 85,7 ph/ms. OcTtpora 3peHus
MpaBoro rjasa MoBbICHJIACh HA 7-€ CYyTKH OT HayaJa
tepanuu 10 0,6, a yepes mecsu go 0,8 (ocTpoTa 3pe-
Hust OD BGsn3u cocrasuaa 1,0). Yepes 1 mecsiy no-
cJie POBEJEHHOM Tepanuu BbIMOJHEHA aHTHOTpadusi
C UHJOLHMAHUHOM 3€JIEHBIM, BbISIBJIEHA MOJOXKUTE/b-
Hasl IMHAMHKA B BHJe 3HAYUTEJLHOIO yMEHbIIEHHUSs
KOJIHUeCTBA THNOMIII00PECUEHTHBIX «TEMHBIX MSTEH»
(puc. 9, Au b), onHako ouar runepgJaroopeciueHIInl
B MaKkyJsipHOH 30He coxpansiics (puc. 9 B). B cps-
3M C ueM, Teparnus LIUTOCTATHUECKHUM IpernapaToMm
6blyla MpoJoJIKEHa, YTO COOTBETCTBYET JAHHBIM JIH-
TepaTyphl.

Puc. 9. Aunrvorpadus c unpounanunom senénubiv OD: orcyTeTBUE rUNOQUII00PECMEHTHBIX «TEMHBIX NSITEH»
coxpaHsieTcsi runeproopecuMeHTHbIIl ouar B MaKy/sipHo#i 30He
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3AKJIDYEHNE

[Ipy ABYCTOPOHHHUX TpaHyJeMaTO3HBIX yBEHTaX
HeoOXOAMMO MOMHUTD 0 U depeHIiHa bHON THario-
ctuke ¢ 6osesnbto Porra—Kosanaru—Xapana, oco-
6enHo y xkeHiud 30—50 Jyiet ¢ 6oJiee TEMHON THT-
MEHTalHel KOKH U BOJIOC.

Jnst moATBep:KAE€HHSI IHAarHo3a »KeJaTesJbHO Bbl-
MOJIHATD MOJIHBIH KOMIJeKe 06C/e/l0BaHus1, KOTOPbIH
BKJIIOYAeT aHruorpaguio ¢ HHAOLLMAHUHOM 3€J1EHBIM
M CIIMHHOMO3roBYylo nyHKiHio. [1pu peuunnnse 3a6o-
JIeBaHUSl aKTHBHOCTb BOCMAJMTEJLHOrO Mpoliecca
B XOPHOM/IE€ MOKHO BBISIBUTb TOJILKO C TIOMOILbIO aH-
ruorpaun ¢ MHIOLHAHUHOM 3€JIEHBIM.

[IpoBenenne ajekBaTHON JJIUTEJNBHOH —Tepanuu
(9—18 u GoJiee Mecsi1eB) MO3BOJIUT H3GEXKATh MPOTpec-
cupoBaHusi 3ab0JIeBAHUSI U COXPAHUT 3pUTEJbHbIE
(DYHKIHH MalHeHTYy.
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DIAGNOSTIC PERSPECTIVES AND TREATMENT EFFICACY
IN THE VOGT-KOYANAGI-HARADA DISEASE

Astakhov Yu.S., Kuznetcova T.1., Khripun K. V.,
Konenkova Ya.S., Belozerova Ye. V.

<> Summary. Vogt-Koyanagi-Harada (VKH) disease
should be part of the differential diagnosis of a bilateral
granulomatous uveitis. VKH is more common in the
Mongoloid race (most frequently in Japanese, American
Indians), and people of Hispanic descent. In Europeans,
itis rare; mostly in women aged 30-50 with dark skin and
hair pigmentation. The prodromal stage of VKH disease
is non-specific but may include headache, vomiting and
general malaise. Indocyanine green angiography may
be helpful in making the diagnosis. Presenting a clini-
cal case, the authors discuss the methods for diagnosis
and follow-up for patients with Vogt—Koyanagi—Harada
disease. Effective and timely treatment with high dose
corticosteroids, if necessary in combination with immu-
nosuppression, could save good visual functions.

<>Key words: Vogt—Koyanagi—Harada (VKH) dis-
ease; uveitis; exudative retinal detachment; indocya-
nine green angiography (1CG).
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