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Cunnpom @orra—Kosinaru—Xapana — TsKesoe
WAMONaTHYeCKoe MyJIbTHCHCTeMHOe 3a0oJieBaHue, KO-
TOpOe KJIWHHUECKH TTPOSIBJISIETCS IBYCTOPOHHUM T'PaHy-
JIEMaTO3HbIM YBEUTOM, MOpa)KeHHUeM MeHMHTHaJbHbIX
0060J104eK, H3MEHEHUSIMH KOXKH B BHJI€ BUTHUJIUTO U aJl-
Jloneled — rHe3aHbIM 00JIbICEHHEM TOJIOBbI, CHUXKE-
HHEM CJlyXa U TICHXHUECKMMH PACCTPOHCTBAMH.

Brepabie cunppom ®orra—Kosinarn—Xapana onucan
B 1906 romy A. Vogt, a B 1929 rony BClo COBOKYMHOCTb
IJ1a3HbIX U CUCTEMHbIX CHMITOMOB, XapaKTePHbIX /sl Ha-
CTOSIIIIETO CHHIPOMA MOAPOGHO CYMMMpPOBAJ SIMOHCKUA
otpranbmodior J. Koyanagy. C 1975 rona mnst xapakrepu-
CTHKH BCET0 KOMIJIEKCA OCHOBHBIX OTaIbMOJIOTHYECKHX
¥ HEBPOJIOTHUECKHUX H3MeHeHHH npu cunapome Porra—
Kostnarn—Xapasa Gbly1 BBeJIeH TEPMUH «yBeaMeHHHTUT».

3abo/sieBaHnie BCTpeyaeTcss BO MHOIMX perroHax
mupa (Espona, Amepuka, Cesepnasi Adpuka, ABcrpa-
amst, Pocenst), Ho yallle nopaxkaeT UCraHleB, SMOHIEB U
JIPYrHX TEMHOKOXKHUX JItoJeH [ 3].

[ToMHMO THITHYHBIX KTHHUYECKUX TPOSIBJICHUI yBeaMme -
HUHTHTA, HE UCKJII0UYAETCs] BO3MOXKHOCTh BO3HHKHOBEHHSI
CTepThIX (hopM 3a00JieBaHUsI B BUIE CEPO3HOTO JIBYCTO-
POHHETO YBEHTa B COUETAHHH C ACCHMITTOMHBIM CEPO3HBIM
MEHHHTHTOM, OTCYTCTBHEM BUTHJIUIO, AJIJIOTIELIMH U JIPYTHX
XapaKTEePHBIX /15 HETO MAaTOJOTHUECKUX MPU3HAKOB.

K nacrosiiiemy BpeMeHUM OOJILILIMHCTBO aBTOPOB M0
npoucxoxiennto  cunapom  Porra—Kosnaru—Xapana
paccMaTpHUBalOT KakK ayTOMMMyHHOe 3aboJsieBaHue, MpH
KOTOPOM MHJyLIUPYIOLLIME AHTHI€Hbl OTHOCATCS K Me-
JIAHOLMTAM, HApPYKHbIM CerMeHTaM (hOTOPELEeNnTOPOB U
MIOJIJIEPOBCKMM  KJIETKAM CeTYATKH, a BO3HMKHOBEHHE
UMMYHOINATOJIOTHUeCKUX U3MEHEHUH, TTpexKIie Bcero, 00y -
CJIOBJIEHO FeHETHYECKHUM cTaTycoM OoJibHOTO [7]. T1apad-
JieIbHO€e H3ydeHHe HMMYHOJIOTHUECKHX U HMMYHOTeHeTH -
4eCKHX 0COOEHHOCTEH YBEHUTOB y OOJIbHBIX C CHHAPOMOM
®orra—Kosinaru—Xapaya nokasao JOBOJLHO YacTyio
BCTpEUaeMOCThb y HUX aHTUreHoB Kaacca B12, B14, B22,
B51, B56 cucrembl HLA, o6ecnieunBaioniyx B3aumMoeri-
CTBHE BCeX MMMYHOKOMIIETEHTHbIX KJIETOK OpraHusma,

3aMycK M peasiM3alifio MMMYHHOTO OTBeTa B YCJIOBHSIX
9K30r'eHHOM U sH0reHHOoi arpeccur [ 1, 5]. [Tpu atom ot-
MEUEHO, YTO HOCUTENILCTBO MEPBbIX 2-X aHTUreHoB (B 12;
B14) npu cunapome @orra—Kosinarn—Xapana 60-
Jiee XapaKTepHO /11 TIePEIHNX YBEUTOB, OCTA/IbHbBIX 3-X
(B22;B51; B56) — nisi 3aiHux [6].

CyliiecTByeT TOUKa 3peHHs] O TOM, UTO B KauecTBe
JIOTTOJIHUTENBLHOTO (paKToOpa HHULMUPYIOLLErO pa3BUTHE
AyTOMMMYHHbBIX peaKUMi MpH JaHHOM CHHAPOME MOTYT
BbLICTYNATh ¥ BUPYCHble HHeKIUH [4].

[Ipu HecBOeBpeMeHHOH IMAarHOCTHKE CHHIpPOMA
®orra—Kosnarn—Xapana u, COOTBETCTBEHHO, HealeK-
BATHOM JieU€HHUH yBeabHbII BOCHANUTEbHBIH Mpollece,
KaK [PaBUJI0, 3aKaHYUBAETCS MTOJHON UJIH MTOYTH TTOJHOH
CJIEMOTOH BCJIEJICTBHE PA3BUTHST aTPOPUH 3PUTETBHOTO
HepBa, BTOPHUYHOH TJ1ayKOMbl, Ba3onposudepaTHBHbIX
M3MEHEeHHH CeTYaTKN ¥ 3PUTEJIbHOTO HepBa [2].

CBoeoGpasue 1 nosumMopduam oPpTasbLMOSOTHIECKUX
CHMIMTOMOB, aCCOLMUPOBAHHBIX C PA3TUIHBIMU CHCTEM-
HbIMU MaHuecTauusamMn cunapoma Porra—KosiHaru—
Xapana, ocobasi TSXKeCTb IJ1asHbIX MOpaKeHHH, BbICO-
KWl PUCK MTOTE€PH 3PEHHUST, TPYIHOCTH IMarHOCTUPOBAHMUSI
00yCJIaBIMBAIOT 11€J1eCO00Pa3HOCTh AETANBHOTO OIMHCa-
HHSI KaxKJI0r0 OT/EJIbHOIO KJMHUYECKOro CJyyasi 3TOro
MYJIETUCHCTEMHOTO 3a00JIeBaHMs.

B nacrosiueit pa6ore mnpeacTtaBseH KJIHHHYECKHH
cJlyda IByCTOPOHHETr0 OCTPOTO MaHyBeUTa MpH CUHIPO-
me @orra—Kosinarn—Xapaya ¢ 6J1aronpusiTHbIM HCXO-
JIOM TIpU CPOKe HaOJI0/IEHHsT B TeUeHHE D MeCsIIIEB.

[Tlaumentka Y., 36 Jser, KopesiHka, MOCTyNUJIa B
othranbmotepanenTrueckoe otaesnenne XD OIY « MHTK
«Mukpoxupyprus riaza» um. akaj. C. H. ®énoposa Poc-
MEITEXHOJIOTHI» € KaJ00aMH Ha MOJIHYIO TOTepIo Mpe-
METHOTO 3pEHHS, FOJIOBHYIO 60JIb U CHUXKEHHE CJlyXa.

3 anamMHe3a ycTaHOBJIEHO, UTO 32 2 HEJIEJH JI0 TIOCTY -
TUICHUSI B [VIa3HOH CTalMOHAp NMalMeHTKa CTaJj1a OLLyLIATh
c1aboCTh, MOSIBUJINCH pe3Kasi ToJIoBHasi 60J1b, CHIXKEHHe
cJIyXa v namsiti, noreps anmnetura. [lo ranubim MPT ro-
JIOBHOT'O MO3Ta B TOT MepHOJ HAGI0IeHHS TMarHOCTHPO -
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CJIYYAI N3 NPAKTUKN

Puc. 1. Jlanubie OCT: 0T€K ceT4aTKM ¢ OTCIOMKOI HEHPOINUTEHUS

BaHa yMepeHHast BHyTpUUepernHasi TurnepTeH3nsi, Ho NpH
00C/IeIoOBAHUH 'y HEBPONATOJIOra JIPYTHUX KJIMHUUECKHX
NPU3HAKOB HEBPOJIOTMUECKHUX HAPYLLIEHHI He yCTaHOBJIE -
HO. YKa3aHHble aHAMHECTHUECKHE JIaHHblE COOTBETCTBO-
BAJIM KJIUHUYECKOH XapaKTEePUCTHUKE [POAPOMAJIbHON
thasbl cunnpoma Porra—Kosinaru—Xapana [3].

Odranbmosiornueckuit ctatyc 060UX I1a3 MpH Mno-
crynaeHud B XO OI'Y «MHTK «Mukpoxupyprus
rnaza» um. akaa. C. H. ®énoposa Pocmenrexnosio-
TMU»: 0OCTPOTA 3pEHUsT — MPABUJBHOE CBETOOLILYIILE-
HUe; BHyTpUTrJa3Hoe aaBjenne — 20—21 MM pT. CT.
Mmenach Hepe3Ko BbipaKeHHasi CMelllaHHAsT HHbEK-
LM rasHoro sa6Jaoka. Ha sHpoTeiuu poroBuiibl MeJi-
KHe ceporo 1BeTa rnpeuunuTatel. Bo Bjare nepennen
Kamepbl U CTEKJIOBUIHOM TeJie BOCHaJUTebHAs KJle-
TOUHasi peaklus (COOTBETCTBEHHO 1+ W 2+), 3anHue
MUTMEHTHbIE CHHEXUH W HUTH huOpHHa Ha mepeaHer
KaricyJie Xxpycranuka. [yiasnoe 1Ho: runepemMmus Aucka
3putenbHoro Hepsa ([I3H), nepunanuanaspubiii oTéK,
MHOXKECTBEHHbIE XKeJITOBAaTble BOCHAJNUTebHbIE (DO-
Kycbl, pacnoJsioxkennble Bokpyr JISH. B makynsipuo#
00J1aCTH BbIpaKeHHbIA OTEK CETYATKH C OTCJOUKON
Hefiposnureaus (puc. 1), B HUKHEH MOJOBHHE BbI-
cokasi ceposHasi OTCJOHKa ceTyaTKu 6e3 pa3pbiBOB
(puc. 2a, 26).

[To COBOKYNMHOCTH BBISIBJIEHHBIX TVIA3HBIX CHMIITO-
MOB, JaHHBIX HEHPOPAJMOJOrHUECKOr0 HCCAeI0BAHUS
rOJIOBHOTO MO3ra, »Kajob 1 aHamHe3a 3a00JieBaHus Bbl-

CTaBJIeH KJIMHUYECKHUH IMarHO3: IBYCTOPOHHHI NaHyBe-
UT (ocTpasi yBeasibHasi haza), IKcCylaTUBHAsT OTCJI0HKA
CEeTYATKH, HEHPOPEeTHHUT 060MX IJa3, acCOLMHUPOBAH-
Hble ¢ cunapomMoM Porra—Kosinaru—Xapana.

[Ipy MMMYHOJIOrHYECKOM MCCJI€I0OBAHUN KPOBH Bbl-
SIBJICHO: CHIKEHHE HMMYHOPETYJATOPHOIO  HHJEK-
ca u yucna CJII 4+ aumdouuToB, TMOBbILIEHHE YHUC/Ia
B-numdouuTto, BodpactaHue KOHUEHTPALUHM IHPKY-
JIMPYIOLLIMX MMMYHHBIX KOMIIJIEKCOB, YTO He MCKJIIOUAeT
AyTOMMMYHHBIH XapaKTep BO3HUKILIEH MMAaTOJOTHH.

C nomolibio MeTo10B J1abopaToOPHO# IMarHOCTHKH Y
NalMeHTKH ObIIH UCKJIOUEHbI CJeylole UHPEKIHH:
cuune, TyoepKyJes, XJIaMHIM03, a TaKkKe peBMaTH-
yeckue GosiedHd. B To ke Bpemsi oOHApy»KeHbl ChIBO-
pPOTOYHBIE UMMYHOIJIOOYJIMHBI Kjacca G K BUPYCY 11po-
croro repreca (tutp 1:1600), KoTopble MOTIM CTaTh
MyCKOBBIM (haKTOPOM Pa3BUTHsI 3a60J1eBaHHUsI.

Mcxonst M3 ayTOMMMyHHOH TpUpPOibl 3a00JeBaHus ¢
MepBOro JIHS MOCTYIJIEHHS! MALMEHTKH B IV1a3HOH CTalHo-
Hap ell Obla Ha3HAYeHA MeCTHAst U CHCTeMHasi (MapeH-
TepaJibHast) KOPTHKOCTepPOMHAs Teparivsl, J10MOoJHeHHast
MPOTUBOOTEUHBIMU CPEICTBAMH (JiMaKapo, CepHOKUCIast
MarHesust), aHrHOMPOTEKTOPAMH W aHTHOKCHIAHTaMH (/M-
LIMHOH, THCTOXPOM, BUTaMuH C), MUIpUaTHKaMHU, rperna-
paTtamu, cofiepKallUMK KaJlni (MTaHaHTHH, acrapKam ).

[lepBble MpU3HaKK 3aMETHOTO YJIydllleHHs] 0(hTaIbMO-
JIOTMYECKOro CTaTyca MOsIBUJNCH Y MalMeHTKH cnycTtsi |
MecsIL, HelpepbIBHOH KOPTHKOCTepoUaHOH Teparuu. OHu
BbIPA3WJIMCh: HUCYE3HOBEHHEM MHBEKLMH TJIa3HOro s10J10-
Ka, POrOBHUYHBIX [PELMITUTATOB, BOCHAJMTEJbHON Kile-
TOYHOH peakllMu ¥ HUTel hUOpHHa B MepeHel Kamepe H
CTEKJIOBUJIHOM TeJie; B YMEHbILUEHUH MAaKYJSIPHOTO M Iie-
pUMaNUUIIPHOrO OTEKA CeTYaTKH, YACTUYHOM IpHJiera-
HHUM OTCJIOEHHOU CeTUaTKH ¢ 0OpPa30BaHWEM THTMEHTHbIX
JIMHUH CaMOOTIpaHHUYeHHs] U MOBbILIEHHEM OCTPOTHI 3pe-
Hust pasoro ryasa o 0,2, nesoro — 1o 0,1. Kpome Toro,
MOJIHOCTBIO HCYE3JIM TOJI0BHASI 00JIb, U BOCCTAHOBHJICSI
cayx. Oco6o ciienyeT OTMETHTb TOT (PAKT, YTO HMEHHO B

Puc. 2. Kapruna B-ckanupoBaHnus u ()0TO ri1a3HOI0 Ha € BLICOKOUH CE€PO3HOM OTCI0MKON CeTYaTKH
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Puc. 3. THe3nHoe 06/bIcEHHE TOJOBbI Yepe3 Mecsl| OT HayaJja 3a-
0osieBaHUS

STOT MEPHOJ HAOJIOECHUS Y MAaLMeHTKH MOSIBUJICS el
OJIMH U3 JIMarHOCTUYECKHX KpUTepHeB cunapoma Porra—
Kositnarn—Xapaya — asionenus (puc. 3).

[loutn mnoJsiHOe HCYE3HOBEHHME CHCTEMHBIX IPOSIB-
JIEHUH JaHHOTO CHHJPOMA M 3aMeTHas! MOJI0KUTeJbHAs
JMHAMHKA CO CTOPOHBI O(TAIbMOJIOTHYECKOTO CTaTyca
CBMJIETEJ/IbCTBOBAJIH O Mepexojie 3a00J/1€BaHUs U3 OCTPOi
yBeaJsibHoi (ha3bl B a3y peKoHBaseCIeHIIHH.

Uepes 2 Mecsilia HeMPePbLIBHOH KOPTUKOCTEPOUTHOH
Tepanuu NaToJ0rHueCcKUi Mpoliece B rjasax 3aBepLinJ-
Csl TIOJIHBIM MPUJIEraHHeM OTCJIO@HHOH CeTYaTKH, KyIH-
poBaHMEM KJIMHMYECKHX MMPOSIBIEHHH HEHPOpPETHHUTA U
MOBbILIEHUEM OCTPOTh! 3peHust npasoro riasa jao 0,4,
aesoro — 0,3. B 3T0oT nepuon nabsionenus ofragb-
MOCKOIHMYECKH M0 BCEMY I[VIA3HOMY JIHY ONpeIeJIsiiiCh
YYACTKH C OTJIOJKEHHSIMH MMUIMEHTa W 30HbI JIeMTUIMeH-
TalMK — CHMITOM <«3aXOJslUero cosHua» (puc. 4a,
46), a TakxKe NPU3HAKH YACTHUHOH BTOPUUHON aTpoun
3PUTEJILHOTO HEPBa, MOATBEPAKIACHHON 3JeKTPOPU3HO-
JIOTHYECKMMH METOJIaMH UCCJIe[I0BaHUS.

Cresyst 06LLENPUHSITBIM MPUHLIMIAM Ha3HAYEHHsT KOp-
THKOCTEPOWIOB W HEOOXOIMMOCTH MEWJIEHHOIO CHUKEHHS
UX J103bl TI0C/IE JIOCTHIHYTOrO 3(heKTa OT JiedeHusi, HaMK

OblJ1 HAYaT MOCTENEHHbIH Nepexo/l OT HENPEPBLIBHOM K MO1-
JICP’KUBAIOLICH  KOPTHKOCTEPOWIHOH TEparvH, KOTOPBIU
npojoskascs el B TeueHue 2-x MecsiteB. Ha npotsike-
HUH 3TOTO OTpe3Ka BPeMEHH KOPTHKOCTEPOUIHAS Tepariust
IJ151 YJTydLeHus: TpohruecKoi aKTHBHOCTH CeTUaTKH M 3pH-
TEJILHOTO HepBa Oblla A0MOJHEHA HEHPOMETA00 MY CKUMU
cpezicTBamMu (LepeOpOJIH3HH, KOPTEKCHH, COJIKOCEPHII, ce-
Makc) 1 MeTofaMi (PapMakOMarHuTO- U 3JIEKTPOCTUMY.ISI-
1mH. B Koneunom urore (uepes 5 MecsitieB HabJTto/IeHHsT ) BCE
9TO TIPUBEJIO K BOCCTAHOBJIEHHIO OCTPOTbI 3PEHHSI IIPABOTr0
rnasa jio 1,0, sieBoro — 1o 0,8; NOBbIIEHHIO YMCTBEHHOH
TPYNOCTIOCOOHOCTH, HCUE3HOBEHHIO MPU3HAKOB TICHXHYE-
CKHX paccTpoiicTB. Kpome Toro, y naupeHTKH Ha yyacTkax
asionely BO306GHOBHJICS POCT HOPMaJIbHBIX BOJIOC.

OO611Lyt0 KOPTUKOCTEPOUIHYIO TEPAIHIO C MOCTENeH-
HOU OTMEHOW rnpernapara y HabJI0JaeMoil HaMH Malu-
EHTKH Npojo/kanu 4 mecsila, 3a 3TOT MEPUHO MalH-
eHTKa MoJIyuuJia JleKcameTa3oH B CyMMapHo# Jio3e 654
mr, TpuamiHanod — 480 mr. Tsrkesbix ocioKHEHUH 1
NMo60UYHBIX 3PPEKTOB, CBA3AHHBIX C TPUMEHEHHEM KOP-
THKOCTEPOM/IOB HAMH He 3aperuCTPUPOBAHO.

Taknum 06pasom, onucaHHbIA HAMH KJIMHUYECKHUI CJTy -
yaii cunapoma @orra—Kosnaru—Xapaja npejicrapJsieT
NpPaKTHUECKUH MHTepec s 0PTaIbMOJIOTOB B CBSI3U C
6J1aroNpPUSITHBIM MCXOJ0M MOC/e aleKBaTHON Teparuu:
BOCCTAHOBJIEHHEM HOPMAJIbHOH OCTPOTHI 3pEHUS U JIO-
BOJIbHO yCIEILIHON MOJHOH MEIUKO-COlMaIbHON peadu-
JIUTauuen, Mo3BOJIMBILEH MAallUeHTKE MPOJIOJIZKUTH CBOIO
npodeccuoHabHYIO 1eTe/IbHOCTb.

BbiBOJAbI

1. TlpencraBieHHbI KJIMHUYECKHH CJlydail OTHOCHTCSI
K HETHIUYHBIM [pOsIBICHUSIM CcHHIpoMa Porra—
Kostnaru—Xapana co ctepToii HeBpOJIOrHUeCKOH CUM -
NTOMAaTHUKOH U OTCYTCTBHEM KOXKHBIX MTOPAKEHHIA.

2. AnekBaTHBIM METOJOM JIeUeHHSI yBeaJbHOTO MpPO-
unecca npu cunapome Porra—Kosinaru—Xapana

Puc. 4. ®oro riazHoro aHa uepes 2 Mecsina jJeyeHusi — (HopMUpoOBaHUE CUMNTOMA «3aXO/SIIEro COMHLA»
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SIBJISIETCSI CBOEBPEMEHHAs U MPOAOJKUTeNbHas (4
Mecsla 1 6oJsiee) CHCTEMHAsl U MeCTHasl KOPTHKO-
CTepouJHas Tepanus, oOecneydBalollas OULYTH-
MbIHl TepamneBTHUYeCKUH 3(h(eKT B BUIE MOJTHOTO U
CTOHKOTO KYMMPOBAHHUS BOCMAJMTEJNBHOIO yBealb-
HOTO IpolLecca, NpUIeraHus OTCIOCHHON CeTUATKH,
a TakyKe HCYe3HOBEHMsI IPYTUX (CHCTEMHBIX ) IPOSIB-
JIEHWH JAHHOTO CHHJpOMA.

3. JlonoJiHuTe/ibHOE HazHayeHHe B (hady peKoHBaJec-
LEHUMH HeHpOMeTabONHYECKHX CPEACTB, MpPOBee-
HHe (hapMaKo3JeKTPO- U MarHUTOCTUMYJISILMH CY-
LIECTBEHHO ONMTHMHU3UPYIOT H YCKOPSIOT MPOILECCH
3PUTEJIbHON, HEBPOJIOTMYECKOH U MCHXOJIOTHYECKOH
peaduIUTalHUH.
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