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Pestome

Hean. PaccmoTpeHune BONPOCOB 3THOJNOTUH, NATOT€HE3a M KIMHUYECKOM KapTHHBI CHHApoMa OWHau
(cuHApPOMa MHOTOHHUYECKOTO 3payka) MPU MUTPEHH € aypoil Ha MIpUMepe KIMHUYECKOTO HaOII0ICHUSI.

Metoauka. B craThe mpuBeneHbl KpaTKHe aHATOMO-(U3HUOIOTHYECKHE MEXAaHH3MbI PETYIALUU AYTH
3padKkoBOTO  pediekca, CBEACHUS 00 OTHOJOTHWH, KIMHHYECKUX TPOSBICHUSAX, IHAaTHOCTHKE
MHOTOHHYECKOI0 3payKka DUIU U ero B3aMMOCBS3U C MUTPEHBIO.

Pesynbrathl. JlnarHoctuka cUHApoMa OMWIM OCHOBaHAa HA XapaKTEpHOW KIMHUYECKOW CHMIITOMATHKE.
Baxnyro ponp ans  nuddepeHIHanbHOH TUArHOCTHKH UrparoT  (hapMakoJIorHuyeckue MpoObl ¢
MIJIOKaPIMHOM. CBUIETEIbCTBYIOIINE O MOPAKEHUN WIM J€HEpPBAaLlUH IapacuMIaTHYeCKOr0 PECHUYHOTO
TaHTJUs] WM TOCTTaHTJIHMOHAPHBIX BOJIOKOH. J[OMOTHHUTENBHBIE METOJbl MUCCIENOBAHUS HCIIOIB30BAHBI
Ul MCKIIOYEHMsI  TSDKENBIX  CONYTCTBYIOIIMX — 3abosieBaHuid. IlammeHTke mpoBeneH  Kypc
IpopUIaKTUYECKOI Teparnuyu MUTPEHH, KOTOPBIN CIIOCOOCTBOBAJI 3HAYUTEILHOMY YPEKEHHUIO IPUCTYIIOB
rosioBHo# Oomu. IlpensnoxeHo nporo/KeHue IedeHne U HaOIloJeHre Y OKyJIUCTa.

3akawuenune. [lpeacraBneHo penkoe HaOMIOACHHWE CHUHIpPOMA OWIM Y MAIMEHTKH IMOAPOCTKOBOTO
BO3pacTa C MHTPEHBIO C aypod. MexXaHW3M pa3BUTHS MHUOTOHHYECKOTO 3padka MpU CHHApPOME DWan
CBSI3aH C TOpaXEHHWEM WM JCHepBallMed MapacHMIIATUYECKOr0 PECHUYHOTO TaHITIIUA WU
MMOCTTaHTJIMOHAPHBIX BOJIOKOH. HeoOXOAMMBI OTONHHUTENBHBIE WCCIEAOBAHUS ISl [TOHMMaHUS
BO3MOKHOM CBSI3M CHHAPOMAa DWIH ¥ MUTPEHH.

Knroueswie cnosa: cunapom Diinn, TOHUUECKUHN 3pavyoK, MUTPEHb

ADIE'S SYNDROME (MYOTONIC PUPIL SYNDROME) IN MIGRAINE WITH AURA IN TEENAGE
PATIENT (CASE REPORT)

Tadtaeva Z.G.", Galustyan A.N.", lakovleva E.E."?

ISt. Petersburg Pediatric Medical University of the Ministry of Health of the Russian Federation, 194100,
St. Petersburg, Litovskaya str., 2

2Institute of Experimental Medicine, 197376, St. Petersburg, Akad. Pavlova str., 12. St. Petersburg, Russia

Abstract

Objective. Consideration of the etiology, pathogenesis and clinical picture of Adie's syndrome (myotonic
pupil syndrome) in migraine with aura, presented by own observation.

Method. The article presents brief anatomical and physiological mechanisms of regulation of the
pupillary reflex arc, information about the etiology, clinical manifestations, diagnosis of the myotonic
pupil of Adie and its relationship to migraine.

Results. The diagnosis of Adie's syndrome is based on the characteristic clinical symptoms.
Pharmacological tests with pilocarpine, indicating a lesion or denervation of the parasympathetic ciliary
ganglion or postganglionic fibers, play an important role for differential diagnosis. Additional research
methods were used to exclude severe concomitant diseases. The patient underwent a course of preventive
migraine therapy, which contributed to a significant reduction in headache attacks. It is proposed to
continue treatment and follow-up with an ophthalmologist.
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Conclusion. A rare case of Adie's syndrome in a teenage patient with migraine with aura is presented.
The mechanism of the development of the myotonic pupil in Adie's syndrome is associated with the
lesion or denervation of the parasympathetic ciliary ganglion or postganglionic fibers. More research is
needed to understand the possible link between Adie's syndrome and migraine.

Keywords: Adie’s pupil, tonic pupil, migraine

BBepneHue

N3zyuenue oTanbMOI0rHyecKuX CUMIITOMOB UMEET BayKHOE 3HAU€HHE B IMarHOCTHKE HEBPOJIOTHYECKUX
W TJHa3HbIX 3a0oyieBaHW, BKJIOYas MWTpeHb. Ilpu 3TomM  OojiblmIOE  BHUMaHHE MpH
HEHUPOOPTATBMOIOTHYECKOM OCMOTPE YIENSAIOT U3MEHEHUIO (DOPMBI U BEITMYUHBI 3pAuyKOB, COCTOSHHIO
3payKOBBIX PEaKLUi, a TakKe aKKOMOAALUWK W KOHBEPIeHLUH, MOCKOJIBKY HM3MEHEHHs UX (QYHKIUH
OTpaXal0T COCTOSIHUE 3PUTEIBHOIO aHAJIM3aTOpa, IMOMOTaloT HE TOJBKO TOMUYECKH JIOKAIN30BaTh
[IaTOJIOTMUYECKHI IIPOLIeCC, HO U CyIUTh O XapakTepe 3a0oseBanus [2, 6].

BenuuuHa 3pauka 3aBUCHT OT OajlaHca MEXIY CHUMIIATHYECKOH M MapacUMIAaTH4eCKOW BereTaTHMBHON
WHHEPBALWU TIIaJKUX MBILII PagyX Ku (cHUHKTEepa U JuiaTaTopa 3paduka). PacmmpeHue 3padyka MOXeT
OBITh BBI3BAHO CUMITATHUECKOW CTUMYJISIIIAEH MBIIIIIBI, PACIIMPSIONIESH 3padyoK WIH CHHKEHUEM (DYHKIIUU
rapacuMIaTHYecKOW HEPBHOW CUCTEMBbI, KOTOpasi MHHEPBUPYET MBIIIIY CyKHUBaroIel 3payok [1, 2, 5]. B
OoJsibllIell CTEMEHH BeJIMYMHA 3padyka MOJACpKUBaeTcs (PYHKIHMEH MapacUMIaTHYECKUX CTPYKTYp C
MOMOIIBI0 3P (EepeHTHRIX MYNMUIOMOTOPHBIX BOJIOKOH TJIA30[BHTATEIBHOIO HEPBA, MOITYYArOIIHX
UMIIyJIbC  OT  BHUcHepaJbHOrO  siapa SkyOoBuua-Dnunrepa-Becrdans  (cocraBnsiomias — siep
IJ1a30JBUTaTeIbHbIX HEPBOB). B cocraBe I1a30ABUraTeIbHOO HEpBa IYNUIJIOMOTOPHBIE BOJIOKHA
BXOZST B IJIa3HUIYY U TOCTUTAIOT LMJIMAPHBIM TaHIIMH. 3aTeM MOCTTaHIVIMOHAPHBIE NTapacuMIIaTHYECKHe
BOJIOKHA B COCTaBe KOPOTKHX IMJIMAPHBIX HEPBOB IOIXOMAT K cuHKTEpY 3pauka. [lommmo chuHKTEpa
3TH BOJIOKHA MHHEPBUPYIOT IIMJIMApHYIO MBIy, KOTopas oOecleduBaeT aKKOMOJALUIO IJIa3a.
Hapymenne napacuMmaTHueCKOTro IIyTH 3pauyKOBOTO peduiekca MPUBOAUT K CYKEHHIO 3payKa.

Mpiiiiia, pacmupsronas 3pa4oK UIMEeT CUMITIATHYECKY0 HHHEPBAIIUIO, OHA UTPAET «IIOAIEP/KHUBAIOLILYI0»
poib B (QOpPMHUpOBaHMU pasMepa 3padyka. CHUMIATHYSCKHH NyTh TpeXHeHpoHHBIH. [lepBblii HEHpoH
HauMHaeTCs B TUHoTagamyce (CyIpaolnTHYECKOM sIpe), IPOXOJUT Yepe3 CPEeAHUN MO3T U MOCT MO3ra U
JOCTUraeT LWINOCHUHAIBHOTO CHMIATHYECKOTO IIEHTPa, COCTOSAIIMM K3 CHMIATHYECKUX KIIETOK
60koBbIX poroB Cyy — Thy cerMeHTOB CIIMHHOTO MO3ra, TIe MPOMCXOIAUT HNEPeKIIOYeHHe Ha BTOpPOH
(nperaHrIMOHapHbBIN) HEHpoH. Ero BONOKHAa MOAXOAST K KJIETKaM BEPXHEIIEHHOTO0 CHMIIATHYECKOro
TaHHA. 3AECh TPETHd HEWpOH (ITOCTTaHTIIMOHAPHBIA) TMPOXOIUT depe3 aaBEHTHUIIMOHHBIH CION
BHYTpEHHEW COHHOM apTepuM U KaBEpHO3HBIN CHHYC. 3aTe€M BOJIOKHA MPHUCOETUHSIOTCS K TPOHHUUYHOMY
HEPBY M B COCTaBe HA30LMJIMAPHOTO HEpBa yepe3 MIa3HYIO LIENb MPOHHUKAIOT B TJIa3HUIY U JOCTUTAOT
TJIaJIKIX MBIIII] TJ1a3a: MBIIIIBI, PACIIUPSIONIEeH 3pauoK (IuaaTaTopa) u MeI Mromepa [5].

IMourn 30% 3MOpOBBIX TIONEH MMEIOT pasHUIy B BeNMYMHE 3padkoB. [laromormueckoit ee cmemyer
CUMTATh MPHU Pa3IUYuU B MIKMpHHE 3padkoB cBbime 0,9 MM. BenuunHa 3paykoB B HOpME 3aBHCUT OT
MHOTHX (paKTOPOB: OCBEUICHHOCTH, KOHCTHTYIIMOHAIBHBIX OCOOEHHOCTEH, BO3pacTa, 3MOLIHOHAIEHOTO
¢daxTopa, 6omu u T.1. [2].

AddepenTHass HyacTh OYT'M 3padykoBOTO pediiekca HaunHAeTCs B TaHIVIMO3HBIX KJIETKaX CETYaTKH,
AMITYJIBC TI0 BOJIOKHAM 3pUTEIBHOTO HEpBa HEpPBaM, XWa3Mbl W 3PUTEIBHOIO TPaKTa JOCTUTAET
MTOJKOPKOBBIX 3pUTENBHBIX IIEHTPOB. Ilepen atepaabHbIM KOJIEHYATBIM TEJIOM OT 3PUTEIBHBIX TPAKTOB
OTHAEISIOTCS 4aCTh BOJIOKOH U 4epe3 PyUYKU BEPXHUX XOJIMOB YETBEPOXOIMUS HAINIPABIAIOTCA K CPEIHEMY
MO3Ty, K 3a/iHell cnalike MO3ra M 3aKaHYMBAaIOTCs B Alpax IpeTeKTanbHoH obnactu. OT npeTeKTanbHOU
00acTH MMITYyJIbC HAmpaBisieTcss K MapacuMIaTH4eckuM siapam SkyOosmua-Oaunrepa-Bectdans u B
COCTaB€ HW)XHEW  BETBM  IJIa30J[BUTATEIbHOTO  HEpBa  JOCTUTaeT  IWJIMAPHOTO  TaHIJIUS.
[ToctranrnuoHapHele MapacUMIIaTUYECKHE BOJIOKHA B COCTaBE KOPOTKUX IIMJIMAPHBIX HEPBOB MOAXOAT K
cUHKTEpY 3pavka U HWIHapHOH Mblie. OLeHUBaeTCA 3pauykoBas peaklys 1 KOHBEPTreHIIUSI.

Cunapom Oiinun (cuHOHUMBL: Being-Pes-Oiinun  cunapom, Oiau-Xonmca cuaapoM, Kesepa-Ditnu
CHHIPOM. TYNMWUIOTOHHYECKUH  TICEeBAOTa0EC, MHOTOHHMYECKUH 3padoK, KOHCTUTYIHOHAJIbHASI
ape(eKcusl 3pavykoB) — HEBPOJOTHYECKOE PACCTPOMCTBO, KOTOPOE XapaKTEpU3YeTCs HapyIIeHUEM
3paYKOBBIX pEaKIMH IPH COXPAHHOCTH PEAKIUH Ha KOHBEPICHIMIO W THIO- WIH apedieKcuei
CYXOXHJIBHBIX pediekcoB koHeuHocTel [2]. 3a0oaeBaeMOCTh CHHADOMOM DWIH cocTaBisieT 4.7 cavyaes
Ha 100 teic. Hacenenus [14]. CuHAPOM NYNWIIOTOHHUU, DA3BUBAIOIIMUCA MPU JETEHEPAMHU KIETOK
PECHHYHOTO TaHTIIHSA, IPEUI0KEHO aHTIIMHCKAM HEBPOJIOTOM Y WiibsiMoM Oiau B 1932 1.
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IlepBrie onucanusi KIMHUYECKUX MPOSIBICHUI TOHUYECKOTO 3payuka mpuHajjiexar Nonne, Strasburger u
Sanger B 1902 r., HO UX HE paccMaTPUBAIU KaK caMOCTOSTeNbHbIN cuuapoM. B 1921 r. Behr npenmoxxun
TEPMUH «IIYMWUIOTOHUS». B 1926 1. BiepBhIe Kak cCaMOCTOSITEIHHYIO MAaTOJIOTHIO BET€TaTUBHON HEPBHOM
cucteMbl onucanu ¢paniysckue opraapmonoru [.Beiins u JI.Peii, oTMeTuB ero moO0poKayecTBEHHBIH
xapaktep [4]. Ho 1924 1. B nwureparype OBIIO COPOK COOOIIEHHM O ClIydasX TOHUYECKHX
o TanbMONOrHYecKuX 3padkoB. B mocnenyromue roast Myp, XonMc U D1u 1o0aBWIH B TUTEpaTypy 46
ciaydaeB. CHHIpPOM DHAM dalie MpOSBISIETCS Y MOJOABIX JKCHITUH B Bo3pacte 25-40 ner, B IETCKOM
BO3pacTe BcTpedaercs peako [11, 12].

Knuauueckue mposBIEHUS CUHApPOMA OWIW BKIIOYAIOT OciabJeHWEe WU yTpary mpsIMod U
COJIPYKECTBEHHOM pPEaKIMM Ha CBET, aKKOMOJAIMOHHBIA Mape3, CerMEHTapHbIM mapanuy paayXKu U
THIIEPYYBCTBUTENBHOCTD K ACHEpBalMH. [leHepBalus COPOBOKAAETCS aOEpPaHTHBIM BOCCTAHOBJICHUEM
MBI panyxkd. W3ecTHO, 4T0 97% MOCTTaHTIIMOHAPHBIX HEUPOHOB, MOKUIAIONUIUX LMIHAPHBIN
TaHTIINH, HHHEPBUPYIOT ITMIHAPHYIO MEINITY, KOTOpas OTBEYaeT 3a aKKOMOJAITHIO, TOTIa Kak 3% 3THX
HEHPOHOB HMHHEPBUPYIOT CHHUHKTEP PaayKKH, IMOATOMY PEHMHHEPBALMs IapaCUMIIATUYECKHX BOJOKOH
TIPUBOIUT K BOCCTAHOBJICHUIO akKoMoaru [15].

[TonHbBIA CHHOPOM XapaKTepH3yeTCs COYETaHHEM TOHHYECKHUX 3PAuKOB C CYXOXKWJIBHOW apedeKCHei.
AHoManpHO pacmiupeHHbl 3padok B 80% ciydaeB OJHOCTOPOHHHUI, MOJMKET COYETaThCs C €ro
nmedopmMariieil 1 «1epBeoOpasHBIMKU COKPAIICHUSMI» TIPH €ro OCBenieHuH [1] (TepMHUH «depBeoOpa3HbIe
COKpAIIIEHHs» IPUHAIISKUT HeMerkoMy o Taiaemornory Carriep, 1911 r.). [locine mosSBHINCE ONECAHUS
«4epBeOOpa3HbIX ABWKEHUN» U JedopMalis 3padykoB Npu cuHapoMme Diiau. CuuTaercs, 4To NpUYUHON
aHOMaJIMM C(HUHKTEpa PagyXKKH IpU CHHIApOME DU sABISAETCS CErMEHTapHBIA Mapanny, CBSA3aHHBIN ¢
MIOBPEKACHUEM HEKOTOPBIX IIOCTTAaHIVIMOHAPHBIX HEPBHBIX BOJIOKOH B LWJIMAPHOM TaHIIMKM WIM B
KOPOTKHX IIMJIMApHBIX HepBaxX. JIpyruM KIMHHYECKHM MPOSIBICHHEM MOXET OBITh HEYETKOCTb
n300paXeHus PHU YTEHUH, CBSI3aHHOIO ¢ MUAPHA30M H/UJIM HapylleHueM akkomonauuu [I'yces].

CunzpoMm D¥nm darie TpOSBISICTCS Y MOJOMBIX KCHIMMH B Bo3pacTe 25-40 met. B merckoMm Bo3pacte
BCcTpeuaercs peako. HaOmiogaercs mpuM BUPYCHBIX HH(EKIHUSAX, BKJIIOYAs BETPSHYIO OCIY, IOCIE
BaKIIMHAIIMK TIPOTHUB KopHu [12], ramapToMe opOWTHI B Teprone HOBOpokmeHHOCTH [8]. B HacTosmiee
BDEMs ITHOJIOTHS CHHIpPOMa DWnm He scHa. DakTopamu, MPHUBOIAIIMMH K BOSHHKHOBEHHIO CHHIpPOMA
OUIM TPEJIONIOKUTENHLHO SBISIFOTCSI MH(PEKIIMOHHO-TOKCUYECKHE ¥ ayTOMMMYHHBIC 3a0osieBanus [2, 9].
B GoybIIMHCTBE CITy4acB CHHAPOM DWIH SBIAETCS WAMOMATHICCKAM JOOPOKAYECTBCHHBIM COCTOSTHHACM,
KOTOPO€ MOKET HAOJI0JaThCs MpH MHOTHX 3a00JEBaHUAX, CBSI3aHHBIX C IIOCTTaHIJIMOHAPHBIM
MOBPESKICHUEM IMapaCUMIATHYECKHUX BOJOKOH IIMJIMAPHOIO TaHIJIMS: TPaBMa, OMNOSCHIBAIOIIMN JIHIIIAM,
BETpsiHAs OcCIa, CU(HUINC, MUTPEHb, CApKOMI03, TMTAHTOKIETOUYHBINH apTepUUT, MMapaHCOILIACTUUCCKUE
cuHapoMbl [2]. CuHapoM Diiau MOXKeT pa3BUBAThCs MpH CHU(UINCE, aMIJIOWA03e, caxapHoM nuabere,
oone3nn Illapko-Mapu-Tytra, cuagpome I'uiien-bappe, a Takyke mpu MaTOJIOTMU B 00JIAaCTH OPOUTHI C
W30JIMPOBAHHBIM MTOBPEXKACHUEM [IMITMAPHOTO TaHIJIMSI UM KOPOTKUX LIUIIMApHBIX HEPBOB [2, 9].

Juarnoctuka. J{71s1 AMarHOCTHKY MOPAXKEHHS 3pavyka Ba)KHYIO POJIb UTPAIOT (PapMaKoIOTHUECKUE TPOOHIL.
['unepuyBCTBUTENBHOCTD K JIEHEPBALMU MOATBEPKAAETCS TECTOM K NMUIIOKapnuHy. CykeHHe 3payka Ha
WHCTWUISILIMIO DACTBODOM THJIOKapIUHA MOXET CBHIIETENLCTBOBATh O MODAKEHUU WM JIEHEPBALUU
[apacUMOaTUYECKOT0 PECHUYHOrO0 TaHIJMs WIM IOCTIaHIJIMOHAPHBIX BOJOKOH [16]. Tectr Ha
MIIOKAPIMH CUUTAETCs IOJOKUTENBHBIM, €CIIM BEIMYMHA 3payka IOPaXXEHHOIo IJla3a cyxaercs Oosee
yeMm Ha 0,5 MM OTHOCHUTEIBHO 3/10POBOTO WJIM €CIHM BEIMYMHA 3payka CTAaHOBUTCS MEHbIIE MCXOJHOIO
pasmepa [6-8]. MHcTHIIANMS pacTBOPOM NMIIOKAaplUHA OJHOBPEMEHHO SIBIIAETCS NUArHOCTUYECKUM U
JIe4yeOHBIM MEPONIPUATUEM, KOTOPas B OOJIBIINHCTBE CIIy4yaeB He OKa3bIBaeT A(PPEKTUBHOIO BO3AEHCTBHS
[9, 16]. U3yuyenue ohTanbMOIOTHUECKUX CHMITOMOB IIPU CUHAPOME DHAM MMEeT BaKHOE 3HAUEHHE JUIs
JOUAarHOCTUKU, TaK Kak SIBJSIOTCS OCHOBHBIM CHHIPOMOKOMIUIEKCOM IAaHHOIO cOCTOsSHMS. OmHaKko B
JTUTEepaType Majo BHHUMaHUs YAEISIEeTCS CHHAPOMY OWIW MpH MUTpeHH. B 3apyOexHoil nuTeparype
HUMEIOTCS COOOILIEHUS O COYETAaHWM CHUHApoMa OWAM C pa3IM4yHbIMHM BapuaHTtamu murpenu [10, 13],
BKJTIO4asi 0()TaTBMOIUIETHYECKYI0 MUTPEHb y JeBoukH 9 et [11].

Ienpio uccaenoBaHus ABISUIOCH OOCY)KICHHE PEIKOT0 KIMHUYECKOTr0 HaOMIOACHUS CHHApOMa DHUIH MpU
MUTPEHH C aypoil.

MeToauka

[IpeacraBneHo kiIMHMYECKOe HAOIONEHHE CHHApPOMAa DWW (MHOTOHHYECKOTO 3pavka) IPH MUTPEHU C
aypoil, pa3BUBIIEMCS B TOAPOCTKOBOM Bo3pacte. JeBouka II, 16 ner oOparmiach amOyi1aTopHO ¢
KajJobaMu Ha MPUCTYNOOOpa3HYH TOJOBHYIO 0O0Jb, Pa3HUIly B BeTUYMHE 3padkoB. M3 aHamHe3a
W3BECTHO, YTO BIIEPBBIE NPHUCTYNbl HHTEHCHBHOW MHUIPEHO3HOH TONOBHOH Oomu (7-8 OayuioB 1o
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BH3yabHO-aHanoroBoi mkane (BAIIl) Bozuukiau B 13 jer ¢ jokanu3anuedl B BHCOYHBIX OOJIACTSIX,
JIaBAIIe-TyJbCUPYIOIIETO XapakTepa JIUTENbHOCThI0 4-6 4acoB. IlouTH OJHOBpEMEHHO C TOJIOBHOM
00JIbI0 HAPYIIATHCH TOJIS 3PEHUs] B BUAE KPATKOBPEMEHHOW IEHTPANbHOW CKOTOMBI. ['0J0BHYIO 60IB
CBSA3BIBAJIA CO HIKOJILHOW Harpy3koi u ctpeccoM. C 3TOro ke BpeMEHH MOsSIBIIIaCh aHU30KOpHs (pa3HULA
B BEJINUMHE 3payuKoB CIIPaBa) U HapylIEHUE 3paukOBOM peakiuy Ha CBeT.

AnamHe3 xu3HHM. Poaunack B cpok, pa3BuBajach II0 BO3pacTy. TpaBMBbI TOJIOBBI, CYyZOPOTH OTPHLAET.
HacnencTBeHHBIH aHaMHE3 OTATOLIEH IO MUTPEHH CO CTOPOHBI MaTepH. JlaHHBIE OOBEKTHBHOTO
uccnenosanusi. CoctosiHue yaoBieTBoputenbHoe. HopManbHoro tenmocnoxenus. Al 105/60 mm pT.cT.,
myJasc pUTMUYHBIN — 70/MuH. B coMarudeckoM craryce MaTolorMy He BbIsiBIeHO. HeBpomornuecku:
CO3HaHME SICHOE, HAa OCMOTp pearupyer ajneksarHo. ['naszueie menun D=S, annzoxkopust OD>0S, cHuxenune
peakLuy NpaBOro 3pauka Ha cBeT. JIBWkeHMs IJa3HbIX fA0JIOK B IOJHOM oObeMme. TOUYKM BBIXOJa
TPOHHUYHOTO HepBa Oe30o0ne3HeHHBI. JIuo cumMeTpuuHo. Hapymienust ciiyxa He BBISIBIEHO, HUCTarmMa
HeT. SI3bIk mo cpexHed nuHMM. [Tape3oB HeT. CyxXOXMIBHBIC pedIIeKCHl KUBBIE, CHMMETpHYHbIe, D=S.
MeHuHTeanbHbIX, IaTONIOTHYECKUX peduiekcoB HeT. KoopAWHATOPHBIX pacCTpPOMCTB HE BBIABIICHO.
UyBCTBUTENIBHBIX HAPYIIIEHUN HET.

Pesynbrarel  1a0OpaTOPHBIX METOJOB HCCIICIOBaHUSA. AHATU3bI KPOBU M MOYM 03 TMaTOJIOTHH.
[Tokazarenu antuten (AT) x kapamomunuuy 6,26 otH.ex./mMn (N — antuten He oOHapyxkeHo), AT x
¢dochomumuaam IgM < 0,5 En/mn (pedepencHsie 3Hauenus < 10,0); AT k pochonmunuaam IgG 7,4 En/mn
(pedepencubie 3Hauenus < 10,0); AT k Oera-2-mmkonporenHy 1 5,38 oTH.em/mMit (pedepeHCHBIC
3nadenns < 20); rmroko3a 5,1 mmois/a (N), roMonECcTenH T1a3Mbl KpoBH 7,24 MrMons/i (N).

OcMOTp OKyJIUCTa B MEXKIPUCTYITHOM MEpUOje: aHu3okopus. [Ipsimas peakiusi Ha CBET OciabJeHa,
COJIpYKECTBEHHAs1 OTCYTCTBYeT. Hapyienue akkomoaru. MOHOBasi aHTHONATHSI CETYATKH 000MX TJIa3.
Ha rmasHoMm gHe maronoruu He BbIsBIeHO. HelpoBusyanusanuonHoe uccnenoanne (MPT romoBHoro
MO3ra): MaToJOTMYeCKIX U3MEHEHUH He monydeHo. MP-anrnorpadus nHTpaKpaHHAJIbHBIX apTepuid: 0e3
narosioruu D21 snuenTuOpMHOI aKTUBHOCTH HE BBISBIICHO

Takum 00pa3zoM, Ha OCHOBaHMH KIMHUKO-aHAMHECTUYECKUX AAHHBIX MOCTaBJIEH KIMHUYECKUN TUArHO3:
MUTpPEHb C aypod; COMYTCTBYIOIIMI AMAarHO3: CHHIPOM 3padka Oiau. PeKkoMeHJ0BaHO COBMECTHOE
HaOJNIONeHHE CHEeNMAaNMCTOB, BKJIOYas HEBpoOJora W OKyJucra. [lalMeHTke MpoBeNeH Kypc
popUIaKTUYECKOI Teparnuyu MUTPEHH, KOTOPBIN CIIOCOOCTBOBAJI 3HAYUTENILHOMY YPEKEHHUIO IPUCTYIIOB
TOJIOBHOH 0OJIH.

Pe3yanaTb| unccnenoBaHUa U UX chy)K.quMe

Benmnumaa 3padka 3aBHCHT OT Oananca (DYHKOWMM NIBYX TIaIKHUX MBI PaayKHOW OOOJOYKH TIiia3a:
chuHKTEpa 3payka, Cy)KUBAIOIIEH 3pavyoK M JUIATaTOpa 3pavyka, PACIIMPSIONICH 3pavuoK, MOJy4Yaronux
CHMITaTHYCCKYI0 W TapacHMIATHYEeCKyI0 WHHEpBamuio. PacmmpeHnue 3pauka (MuOpHa3) MOXET OBITh
00YCIIOBJICHO TUIIOAKTUBHOCTHIO MAPACUMIIATHYECKOW WHHEPBAIIMU MBIIIIbI, CY>KUBAIOIINHA 3paY0K N
TUIEPAKTUBHOCTHIO MBIIIIIBI, PACIIUPSIONIEH 3paduoK, UMEIOIeH CUMIIaTHYeCKYI0 HHHepBauumw [2, 5, 9].
3padykoBBIC pPeaKIMK M Pa3Mephbl 3padka OTPAXKAIOT (PYHKIMOHATIBHOE COCTOSHHUE aKTUBHOCTH CTBOJIA
MO3ra, PETUKYJSIPHOW (opMallM¥ W TJIa30]BUTATEIBHOIO HEpPBa. ACHMMETpPHUS 3paukKOB MOXKET OBITh
¢dbusnonornueckort (Habmromaercs y 20-30% 3mopoBeIX nmofel). HawmOonbplnyio IHArHOCTHYECKYIO
3HAYMMOCTh UMEET MATOJIOTUUECKast aHU30KOPHSI TIPU HEHPOXUPYPTrUUECKUX 3a00JIeBaHUSIX. AHUZOKOPUS
C HapyIICHHEM 3padyKOBBIX pEaKIMWid W OTrpaHUYCHHEM IBIDKCHHUH TJA3HBIX 00K  MOXET
CBHJICTEILCTBOBATh O IMOPAKCHWH KOpPEIIKa WM CTBOJIA TIIa30JIBUTATEIHFHOTO HEpBa IPH CEPHE3HBIX
JKU3HEYTPOXKAIOIINX COCTOSHHUAX (aHEBpH3Ma CYNPaKIMHOMIHOW YacTH BHYTPEHHEH CpeOHEMO3TOBOM
aptepuu (BCA), ommyXoJsIX TOJIOBHOTO MO3Ta, TSOKETIoW HelpoTpaBMe). [Ipu 3TOM MmosBIIeHHe MUAIpHa3a U
HEBPOJIOTHYECKOW CUMIITOMATUKU YKAa3bIBACT HA JIOKATM3AIMIO MMATOJIOTUYECKOTO MPOIECcca Ha CTOPOHE
MTOPaYKEHUS WIIH HApacTAIOMINKA OTEK MO3Ta M TpeOyeT OKa3aHUsI HEOTIONKHBIX MEPOIPHITHH.

B kiIMHHMYECKOH NpaKTHKE APYTHMU HMPUYMHAMH AHU30KOPHUH SIBISIOTCS 3aKPBITOYrojbHAs riiaykoma,
opOuTabHas TaMapToMa, OOIIUpHAs TPyIIa HelponaThii, BKiIodas cuuapom I mitena-bappe, Muonatuu
H  OTpaBllecHMs MeOuKaMeHTaMH. MH(PEKIHOHHO-TOKCHYECKOE IMOpAKEHHE IIapacHMIIATHIECKOTO
[UTHAPHOTO TAHTIINS Yallle BO3HUKAET TPH BETPSHOU OCIE, peKe MPH KOPH, TPHIIE, HHPEKIHMOHHOM
MOHOHYKJIe03e u 1p. [1, 3, 4, 6, 8].

ToHnYeckui 3padok DHUAM MOXKET CoUeTaThcs C PEIKUM CHHIpoMoM Pocca B Buae Tpuaabl CHMOTOMOB:
TOHHYECKOTO 3padka, apedieKCHd ¥ CEeTMEHTapHBIM aHTHIPO30M, IPHUBOIIIINM K HapyIICHUIO
TepMoperyssiiuu. MexaHu3M 3a00JIeBaHUs [I0KA OCTAeTCsl HESICHBIM [9].
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JIOBOMBHO penko HaOMIoMaeTCs AMU30UYecKas acCUMMETPHS 3padykoB TIPU MHUTPEHHU, KOTOPYIO
0003HAYAIOT TEPMUHOM «JI00POKAYECTBEHHBIM AMH30IUYCCKUI OJHOCTOPOHHMN Muapuas». CHHIPOM
HIUONATHYECKOr0 AMU30NYECKOr0 OJHOCTOPOHHEr0 MHJpHa3a IMPEICTaBsIeT CO0OW TeTEepPOreHHYIO
rpymmy 3a0oJieBaHUl, KOTOpas MpPOSBISETCS MNApaCUMITUYECKOW HEIOCTATOYHOCTHIO COUHKTEpa
PanyXKul y OJHHX W CHMIIATHYECKON THIEPaKTUBHOCTHIO IUIIATATOPa PamyKKH y MPYTHX MaldeHTOB.
BoneroT yarie »XeHIIMHBI MOJOIOTO BO3pacTa, CTpajaroline MUTpeHbio. [Ipu 3TOM aHM30KOpHS MOXKET
BO3HUKHYTHh M30JIMPOBAHHO WJIM BO BPEMS MHIPEHO3HOTO MPUCTYMA. [IHTENhHOCTh AMH30UIECKOTO
MuIpraza autces oT 10 MUHYT 70 7 JHEH U MOXET CONMpPOBOXIAThCs Iedanruel, UrcuiaTepaIbHbIM
MTOMYyTHEHHEM 3peHHs], O0JIbI0 B 00IaCTH OPOWTHI, CBETOUYBCTBUTEIHHOCTHIO MITH TIOKPACHEHHWEM Tila3a
BO BpeMs MPUCTYTIA, YTO MO3BOJIAIIO PSIY HCCIEIOBATENEH MPEAION0XHT, YTO JaHHBI CHHAPOM MOXKET
ObITh BapuUaHTOM TedeHUs odranbMmorviernueckod murpenu [13]. IlunmapHas raHTIHOIIETHYECKAs
MHUTPEHb MOXET TPEJICTAaBIATH CO0OH HOBYIO (DOPMY MHUTPEHH C CEICKTHBHBIM IMapacHMIIATHYSCKUM
mape3om [7].

Cunzmpom ODOilnu sBigeTcd NOCTAaTOYHO PEIKUM IPOSBICHUEM I1apacUMIIaTHUECKON JeHepBaiueil/
MOpaKeHUEM PECHUYHOI'O T'aHIJIM WIM HNOCTTaHIIMOHAPHBIX BOJIOKOH [2, 3, 5]. BriepBble BO3MOXKHYIO
B3aUMOCBSA3b MHIPEHM M TOHMYECKOrO 3pauka Oiam ycraHoBua Mbpaccu B 1981roamy, BbIABHB
3HAYUTEIBHYI0 CEMEWHYIO OTSTOIIEHHOCTh 10 MUIPEHH Yy CBOMX ManueHToB. bomee yem uepe3 10 ner
MOSBUJIMCH €AMHUYHBIE COOOLIEHUS O COUYETAaHWU MHUIPEHM M TOHMUYECKOro 3pauka OWau. KimHuuyecku
CHHIPOM XapaKTepHU3yeTcs MUIPHUA30M, OTCYTCTBHEM HJIHM OCTa0IeHHEeM IPSMON peakIiy Ha CBET, PEAKO
3aMeIJIeHHeM peakIud Ha akkoMmojamuio [2, 4]. B OonplIMHCTBE ciy4yaeB MHIpHA3 HOCHUT
OHOCTOpOHHUM Xapakrtep. [Ipu momHOM cuHApOME DIt 3pauyKOBbIe TOHUUECKHE PEaKIIH COYETAIOTCS C
runopeduexcueit (cunapom Xonmca-ditan) [2, 13].

JluarHocTuka TOHHYECKOTO 3padka OCYIIECTBISETCS MHCTHLISLKEH pacTBOpa MUIOKApIHMHA B HU3KHUX
KOHIEHTPAIHUIX, KOTOPHI MPUBOAWT K CYXXEHHIO 3padyka Ha TOPaKEHHOW CTOpPOHE W HE BIHUSET Ha
BEIMYMHY HOPMAJIBHOTO 3pauka. B A0ArocpoyHOM NEpCleKTHBE TOHWYECKHE 3paukd CTaHOBSITCS
muoTuueckumu [10].

[Ipu Mopdonornaeckom UCCIEA0BaHUS IUIMAPHOTO TAHTIIHS BEISIBICHO OO€HEHNE HEPBHBIX 3JIEMEHTOB
Y HAYaJbHBIX TPOSIBICHUHN JETEHEPATHBHBIX M3MEHEHWW B IMJIMAPHOM W CIMHAIBHOM TaHTIHUSIX, YTO
OOBSCHSICT TOBBIIIEHHYIO YYBCTBUTEIBHOCTh COUHKTEpA PATYyKKH K XOJIMHEPTUYCCKHM CPEICTBAM
BCIIE/ICTBUY JICHEPBAIIMY TIOCTIaHTIIMOHAPHBIX ITAPaCUMITATHYECKUX BOJIOKOH [3, 9, 16].

Otuosoruyeckass M IAaTOTEeHETHUYecKas B3aUMOCBA3b CHHApPOMA OWIM C MUIPEHBIO IIOKA HE SICHBI
[loBpexaeHHe pPECHUYHOIO TaHMVIMA M IIOCTTaHIVIMOHApHBIX IapaCUMIATHYECKUX BOJIOKOH JI000M
STHONIOTHM  (IpeXIe BCEro, HHQPEKIHMOHHO-TOKCUYECKOE), NEMUEINHU3alUs ITOCTIaHITIMOHAPHBIX
IapacUMIIaTHYECKUX BOJIOKOH, YYacTBYIOIIMX B MHHEPBALMM BHYTPEHHMX IJIaJKHUX MBI I71a3a [9], a
TaKXKe BBIPAXKEHHAs BETeTaTHMBHO-COCYMUCTas IUCQYHKOuA (mpu cuHApoMe Pocca) W T.4. MoOryT
IIPUBECTH K IMOSABJICHHUIO TOHHYECKOTo 3pauka. llpennosaraemMoil NpUUMHON pa3BUTUS TOHUYECKOTO
3payka MOXKET OBITh UIMTENBHBIN Cla3M COCYJOB MpPH JUIMTENbHBIX MNpUCTyHax wmurpeHu [13].
OnHako 3Ta TUIOTE3a KAXKETCI MAJIOBEPOSITHOW, TaK KaK LWIMApPHBIA TaHTIMM HUMEET JO0CTaTO4YHO
Ooraroe kpoBocHaOxeHue [1, 9]. HeoOXoauMbl AOMONHUTENBHBIC HMCCICIOBAHMS JJii TOHUMAHUS
BO3MOKHOM CBS3M CHHApPOMa DWIU U MUTPEHH.

3aknoueHue

IIpencraBneHo penkoe HaOIIOAEHHE IMALMEHTKH IIOAPOCTKOBOTO BO3pacTa ¢ MUIPEHbIO C aypol ¢
pasBUBILIMMCA CHUHAPOMOM Oiau. MexaHu3M pa3BUTHS MHOTOHHYECKOIO 3padka IpU CUHApoMe DWau
CBA3aH C T[Op@XEHHWEM WM JeHepBallMed I[apacUMIAaTH4YEeCKOr0 pPEeCHUYHOIO TaHIVIUS WIH
MOCTTaHIIMOHAPHBIX BOJIOKOH. HeoOXOoAMMBI  OTONHUTENIbHBIE HCCIEAOBaHUSA Ui TTOHUMAaHHUS
BO3MOXKHOM CBSI3U CHUHApPOMa DWIU U MUIPEHH.
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