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<> B JieKuyu U3710KeHbl JaHHbI€ JUTEPATYPbl U COOCTBEHHBIX UCC/IEN0BaHUI MO BOMPOCAM 3THOJIOTMH, Na-
ToreHe3a, KJAMHUKH, IMarHOCTUKH W JieYeHUsl TMepunanuaisipHoi reorpaduueckoit xopuonaruu (IMX) —
TAXKENOro Mporpeccupymolero 3abdoneBaHnus 060J04YeK rJa3HOro JHA, HePeIKO MPUBOASAILErO K ClenoTe.
PekomeHnoBaHa kanHuueckas knaccudukauusa INMX. O6ocHoBaHa BO3MOXKHOCTb MOCTAHOBKHU AHArHo3a mno
o(pranbmosornyeckoi Kaprure y 96% 6Goabhbix. Jlokasana a()(heKTHBHOCTb PeryjsipHOro MeIMKaMeHTO3HO-
ro jieueHus (He MeHee 2 KypcoB B rofl), NPU NOKa3aHUSAX B COYETAHUHU C JJa3ePHO KoaryJsiluend U peBacKyJis -

pu3saiyei Xopuouaeu.

<> Karouesole caosa: nepunanuuisipiast reorpaduueckast XOPUONATHsT; STHOJIOTHST; MATOTEHe3; KIaCCH(DUKALLKS,

KJIUHHUKA, IMarHOCTHKA; JJeUeHHe.

BBEAEHNE
[lepunanuansipuasi reorpaduueckas Xopuonatus
(I'C'X) — penkoe, HEYKJOHHO MpoOrpeccupyiollee,

yrpoxatollee norepeit 3peHus 3aboJieBaHue XOPHO-
KamUJJIsIPHOTO CJIOSI COCYAUCTOH 0OO0JIOUKH M TIMT-
MEHTHOTO SIMHUTEJUsS CeTYaTKH, PacrnpocTpaHsiio-
leecsi B MOCJEAYIOIEM U Ha JIpyrue cjaou 060J0ueK
rinagHoro aHa. Jlanakaproo6pasdHas ¢opma cauBa-
LUIUXCS 04aroB ¢ XapaKTepPHOU MATHUCTON MUTMEHTA-
UMel NpUIAloT [VIA3HOMY JIHY BHJ, HalOMHHAIOLIUH
reorpacguueckyio kapty (puc. ).

[lepBble cooOluieHHsi 0 JaHHOM 3a00JieBaHUH
npunanaexart Kristian Sveinsson [30], onucaBuiemy
B 1939 roay cBoeoGpasHyto KapTHHY TJIa3HOT'O JHA
4 mauueHToB B Bo3pacTe oT 4 o0 29 set. PapuanbHo
ot JI3H Kk nepudepuu rmasHoro aHa pacrnoJarajiuch
BBLITSIHYTble YYaCTKH aTPOQHUU XopHoujen B opme
Y3KHX U LIMPOKHX SI3bIKOB C HEPOBHBIMH, HEOTUET-
JUBBIMU TpaHuuamu. MakysspHasi 30Ha U COCY/bl
He OblaM HM3MeHeHbl. J[Boe M3 4eThIpéX OO0JbHBIX
nepeHecsu 3a6osieBaHust JErkux (MaeBput, TyGep-
KyJi€3), onHako 6oJiee BePOSITHOH NMPUUYMHOH aBTOP
CUMTAJ CBfI3b C BPOXKJAEHHBIMM AHOMAJIUSAMH pas-
BUTHS MTUTMEHTHOTr 0 3nuTenus cetyatku (I139) u xo-
pUOHUIEH.

CyuiectBennblii Bkjaja B uadydenue [1I'X BHéC
A. Sorsby, kotophiii B coaBTropctBe ¢ M. E. 1. Mason
[29] B 1949 r. onucan «aUCTpoUU TJIa3HOTO JHA
Cc HeoOblYHBIMM ocoOeHHOCTAMM» Yy aull 40 Jet
1 ctapiie. ABTOpBI ¢/lesiajid BBIBOJL O BblJIEJIEHHH HO-
BOH «reHeTUueckod 6oJe3Hu». E& paHHAA cTaaus
C OTEKOM M reMopparuyeckm-sKccylaTHBHON peakKIiiu-
et He Tog1bKO y JI3H, HO 1 B MaKkyJie, napamakyasipHO#
30He W Ha rnepudepuu T1a3HOro HA, B MOCJAENYIOLIEM

NepexXo/UT B aTPo(HIO C XOPHOUIaJIbHBIM CKJIEPO3OM.
[To Bceli BeposiTHOCTH, aBTOpbl HabJiopaau OoJee
Nno3AHI0 cTaguio 6oJe3Hu, yeM Kr. Sveinsson. B

nocJseayiolieM 3a py6e:Kom MosiBUJ0Ch MHOTO CTa-
tei 0 [1I'X, HO B 0CHOBHOM ¢ HeOOJILIIUM YHUCJOM Ha-
01101 HU .

B Hauwell ctpane nepBbiMu 006 3ToM 3aboJieBa-
Huu coobmuan B 1976 r. C. 5. bpanuesckas [3] —
KaK 0 XOpHOpeTHHaJbHOU aucTpoduu U B 1988 r.
C. ®. lllepuieBckas [17] kak o moJsidyyeM nepumnarnui-
JsipHOM reorpaduyeckom Xxopuouaute. Ilockosbky
MHOTHE Bpayd MpeanoJiokutespHo cuutanaun [1I'X

Puc. 1. Boabhoit H., 66 net ¢ nycroponneii [1X. Ha cHumke raas-
Hoe qHo OD: X I crangun, nucrpoduueckas asza
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Ty6epKy/JE€3HbBIM XOPHOPETHHUTOM W HabOJroa/u
3a GOJILHBIMH B MPOTHBOTYOEPKYIE3HBIX AMCTAHCE-
pax, UccJieJIoBaHusI 10 M3yUeHHIo JaHHOT0 3a60JieBa-
HUS HAM yJaJ10Ch POBECTH HA IOCTATOUHO GOJIbIIOM
unucse Habaoaenutd [4, 10, 11, 13, 14, 15, 16]. Vx pe-
3yJIbTaThl OTPaXKEeHbI B JaHHOH JIEKILHH.

aruonormng

[Ipennonoxenust o Ty6epKyJae3HoH, TOKcomaas-
MO3HOH M Trepriec-BUPYCHOH THOJIOTHH He TOATBEp-
auauck [10]. YV 42 6oabnbix (19 %) ¢ [II'X umesncs
OCTaToOuHble H3MeHeHHUs1 TyOepKysesa JIeTKUX U BHe-
JIETOUHBIX (BHErVIa3HbIX) JOKaJu3aUuui, MPU3HAKOB
AKTHBHOCTH TIpoliecca He oTMmeyasoch. 129 6oJb-
Heix ¢ [II'X o6cnenoBanbl Ha TyGepKyJe3 ryia3 crie-
HaJbHBIMA MeTolaMu: 95 OGOJIbHBIM MOCTaBJEHbI
Ty6epKyanHoBble poObl ¢ po3amu ot 0,1 no 50 TE,
50 — nmpoBeaeHa AMarHOCTHYECKasi TeCT-Teparnus
TyOepKyJOCTaTHKAMK Y3KOr'0o CleKTpa JeHCTBHS.
Hu y ogHoro us Hux He OblJ0 0OHApYKEHO coueTa-
HHS JIByX-TPeX OCHOBHBIX JMArHOCTHUECKUX KpHUTe-
pueB TyOepKyJe3HOH 3THOJIOTHH 3abo0JeBaHus TJaa,
4YTO HeOOXOIUMO JJIsl TOATBEPXKJEHUS JHarHosa
reMaToreHHO-IUCCEMUHUPOBAHHOTO TYOepPKYIe3HOTO
xopuopetunuTa [9].

g nckatoyeHus reprnetuyeckoi stuosorun [I'X
B 12 HaGJito/leHUsIX TOCTaBJIeHa oyaroBasi aJJjepruye-
ckasi npo6a no A. A. Kacnaposy [6], B 10 — npoBeje-
HO poOHOe IHarHoCTHYeCcKoe JieueH|e BUPyCcoCTaTH-
KaM¥ U B 4 — nccyie10BaHbl COCKOObI ¢ KOHBIOHKTHBBI
Ha BbISIBJIEHHE AHTUT€HOB reprec-BUpyca ¢ MoMolLblo
mMetoaa cuoopecuupyioinx antures (MPA, ITHUD).
Bo Bcex 26 cayuasix pe3ysnbTaThbl OblJH OTPULLATENb-
HBIMH.

Jns BBISIBJEHHS  TOKCOMJa3MO3HOH — 3THOJIO-
rud 10 60JbHBIM TOCTaBJIeHA BHYTPUKOXKHAS TIPO-
6a (BKII) ¢ Tokconsasmuuom u 12 — wucciaenona-
Ha kKpoBb Ha PCK ¢ TOKcomjiasmMo3HbIM aHTHTE€HOM.
B stux 22 nHabnioneHusix pe3ysbTaThl HCCJE0OBAHUM
TaK»Ke 0Ka3aJIuCh OTPHUILATENbHBIMH.

Bcem 220 GosibHbIM MpoBeaeHbl HCCJEN0BAHUS
KpoBH Ha peakuuio Baccepmana u UPA na BUY. Ilo-
JIOXKUTEJIbHBIX PE3YJIbTATOB He 0OHAPYKEHO.

3apy6GeKHbIM aBTOpaM He yIaJoCh MOATBEPAHUTD
stuogioruto [1I'X npu KomMmnJjekCHOM UMMYHOJIOTHYE-
CKOM HCCJIeIOBAHUH KPOBH K 11€JIOMY PSIIy BUPYCOB
v Apyrux Mmukpo6os [19, 27]. He o6napy:xeHo nocro-
BEPHbIX JaHHBIX 00 3THOJ0rHYecKol cBsidun [1I'X ¢ cu-
CTEMHBIMH U CHHAPOMHbIMU 3abosieBanusimu [4, 10].

Haun6Gosee yGenuresbHbl JaHHble 0O TaJbMOJO-
roB 0 reHeTuyeckoi npeapacnosoxeHHoct kK [1I'X.
Kr. Sveinsson [31] pacuenuBaet naHHoe 3a6oJeBa-
HHMe KaK HacJe[CTBEHHYIO BPOXKIAEHHYIO aHaMaJHuio,
NMOpPOK pas3BUTHS Xopuouaen u [1D ceTuaTku HJM

KaK arnJasuio 3ajJHUX KOPOTKHX LMJIHAPHBIX apTe-
pUIi; aBTOp YCTAHOBWJI JOMHHATHYIO Mepejauy 3a-
6oJsieBaHus B 4 MoKoJieHHsIX nauueHToB. A. Sorsby et
M.E.I. Mason [29] npulJik K BbIBOJLY 06 ayTOCOMHO-
JOMUHAHTHOM THMe HacJenoBanus. C.$l. BpaHnues-
ckas [3] paccmaTpuBaet Tun HacsenoBanus [1I'X kak
ayTocoMHO-pelleccuBHbIi Tpotiecc. R. Fossdal et al.
[20] Takxke ycTAHOBHJIM, YTO TeJIMKOWJHAS Nepuna-
NUJJIsipHast jerenepauusi o6yc/oBaeHa ayTOCOMHO-
pelleCCUBHOM HACJIeJICTBEHHOCTbIO, B 4YaCTHOCTH
no xpomocome 11p15.

NATOTEHE3
Mhnenus o narorenese [1I'X pagHopeuuBbI:

1. IlepBuunasi xopuopeTHHaJJbHasT AUCTPOdUs (re-
JIMKOMJIHAS IEpUTNanuIJIsipHast iereHepauus, noJ-
3yuiasi ToTajbHast XOpHOpeTHHAJbHAS IUCTPOdUs
unp.)[3, 28, 29, 31]

2. BackynonaTtusi (vieMusi, UHPapKTbl XOPUOUIEH
1 ceTyatku) [18]

3. BocnanuresibHbli Mpoliecc (CepruruHoO3HbIN, reorpa-
(bryecKui WK reJIMKOUAHBIA XopuouauT) [17, 27, 28 ]

4. Tlopaxenne ¢ aByMsi aszaMu pa3BUTHSL: OCTPOH
KCCYAATUBHON 1 pyOLOBON aucTpoduueckoi [18,
13, 14, 15].

Haun6ousbiee uncao (50 %) aBTopoB paccmaTpH-
BaeT JaHHOe 3aboJieBaHHE KaK BOCMAJUTEJNbHBIN
npouecc, npumepHo 25 % — Kak JereHepaiuio uim
aucTpodHuIo, ocTanbhble 25 % 0TAaI0T NpeAnouTeHHe
TEPMHUHY «XOPHOTATHSI», TTOCKOJbKY BOMPOCHl ITHO-
JIOTHH U MaToreHesa NnoJIHOCThIO ellié He paspelleHbl.

[IpencraBisiercsi HauboJee TOUYHbIM TEPMHH
«[TEPUITAITUJIJIAPHAS  TEOTIPAOMYECKAS
XOPUOITATHS» [18, 21, 22, 14, 15]. TlonrBepx-
JalTcsl Takxke 2 dasdbl B €€ pa3sBUTHU — 3KCCYaA-
TUBHasi U auctpoduueckas [18, 14, 15]. Haubosee
palMoHasbHO OTHOCUTD JaHHOe 3a00JeBaHue K pas-
Jlesly opTaabMOJIOTHH — YBEHTaM (XOPHOPETHHUTAM
HESICHOH 3THOJIOTHH).

KJIMHNYECKAA KJACCU®UKALWA NIrX

B pa6otax 3apy6eKHbIX U OT€UEeCTBEHHBIX aBTO-
poB, nocesuleHHbIx KauHuke [1I'X, Hepenko naércs
XapakTepucThKa pPaHHEro W Mo3JHEro MepuojioB eé
pa3BuTHsA, HO 6€3 KakKol — JIMOO KOHKPETHOH KJIH-
Hudyeckol knaaccudukauuu [18,29]. Pekomennyemas
HamMH KJuHUdeckas kJjaaccudpukauus [1I'X ocHoBaHa
Ha BbIJeJIEHHH TPEX OCHOBHBIX CTaJMM MO JIOKa 13a-
LMK XOPHOPETUHAJIbHBIX OUaroB U PaCpOCTPaHEHHO-
cT npouecca [14,15, 10].

Kannunyeckast Kyaccuukanus
(no E. M. ¥YcTunoBok):

I (HauasnbHas) cTaaus — JloKaJaU3allMsl 04aroB UC-
KJIOUHUTELHO B TIEPUNATTHJIIIPHON 061aCTH.

[rX
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Puc. 2. Knunuueckue craguu INX: a — I, HauanbHas cragus; 6 — BbipaxkeHHas craaus, l1-A; B — BbipaxenHas craaus, lI-b;r —
Il, naneko3awenas craausa (MOsICHEHUs1 K HUM B TeKcTe); A — oAHa u3 atunuunbix ¢opm MI'X: KpynHblii ouar okpyriaoii
(hopmbl B napamaky/isipHO# 30He, IBa XOPUOPETHHAJbHbIX OUAXKKA BHYTPH OT HETO U OYAXKOK BJ0JIb COCYIMCTON apKabl

Il (BblpaxkeHHas)) cTaausa — nepunanuspHas Ha puc. 2 npezcras/ienbl npumepbl 0(pTaabMOCKOMH-
¢ pacrpocTpaHeHneM Ha MakyaspHyio 3oHy (IIA —  ueckoii kapTuHbl 60/bHBIX ¢ [1I'X paznuunbix craauii.
¢ nopakenueMm nepudepuu maky.asl, [Ib — ¢ nopa-

JKEHHEM ee LEHTPA). KJINHWYECKASI XAPAKTEPUCTUKA NIrX

Il (nanekosawenwas) craguss — ¢ pacnpoctpa- Cpoku sviasaenus OGONbHBIX U NOCMAHOBKU
HEHHEM O4YaroB He TOJIbKO Ha MakyJy, HO W Ha nepu- duazHo3a
(hepHio r1a3HOrO AHA. Xapakrephble 1 [II'X n3ameHeHus riasHoro aHa

B atunuuHbIX cjydasix npolecc HauMHaeTesi ¢ Ma-  HauboJiee YacTo JoKaauayTes okoso JI3H u notomy
Ky.HHpHOIU/I HJIH SKBaTOpI/IaJTbHOIU/I 30HDbI IVIA3HOI'O AHA. JNJIUTEJIbHOE BpEMsI (ILO nxpacnpocTpaHeHus Ha MaKy-
B pasBuTHU KaxI0il M3 3TUX 3 CTAJUH MOXKET Ha- JIIPHYIO U MapaMakyJsipHble 30HbI) HE CKa3bIBAIOTCS
6aoaThCsl IKccydamusnan ¢paza uau ducmpo- Ha cocTosiHuu 3peHusi. PanHee BbisiBiienue 11X sB-
¢uueckas ¢pasa. JISIETCS PEAKOCTBIO MJIH CJY4YaillHOCTbIO (TTpH noadope
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04KOB, npoocmoTpe). B 6osbiinnctse cayuaes [1I'X
BIEPBbIE BbIABJSETCS Y JIUI MOJOAOTO U CPEJHEro
BO3pacTa ¢ pacrnpocTpaHEHHbIMU GopMamMu 3aboJie-
BaHUs, B TO BpeMs KakK IleJieyCTpeMIEHHOE HayuHOe
ucciaenoBanue Kr. Sveinsson [31] nokasaJio, 4To naH-
Hoe 3a60J/ieBaHle BO3HUKAET Y2Ke B I€TCKOM HJIH MOJI-
pocTkoBOM Bo3pacte. Cpenn o6Gce0BaHHBIX HAMM
B CIT6GHMHW® 1 B Tpéx creniaiudnpoBaHHbIX CAaHATO-
pusax 220 60JbHBIX 75 % COCTABJSAIOT JHLA MOJIOLOTO
W cpeaHero Bospacta (>keHwuH — 54 %, My>KUuH —
46 %), a B BO3pacTHOl rpynmne 1o 20 jeT — Bcero
4 pe6énka u 8 nogpoctkos. Ocranbubie 20 % 1pH-
XOASITCS HA MOXKHUJION U cTapuecKUi Bo3pacT.

BaXHo OTMETHTh, UTO BCe 3TH JiH1lA 00pallannuch
32 MOMOILLbIO B MOJUKJIMHUKH 0OLLel JiedeOHOl ceTH
(OJIC) u 3aTem ObLIM B3SATHI MO HAGMIOIEHHE B MTPO-
THBOTYOepKyaé3HbIix gucnancepax (I1T/) ¢ omnbou-
HBbIM JMarHo30M TyOGepKyn€3HOr0 XOPHUOPETHHUTA.
[Ipofo/IzKUTENBHOCTL TPOTUBOTYOEPKYNE3HOrO Jie-
YeHHMs JIo MoCTaHoBKHU auarHosa [1I'Xy 9 % OOJBbHBIX
cocrasasJa o 1 ropa,y 11 % — 1—2rona,y 18 % —
3—5qet,y 20 % — 6—10 net ny 42 % — naxe 6o-
Jee 10 jieT. DTH JJaHHbIE CBUJIETEJLCTBYIOT O HH3KOH
ocseomaénnoctu Bpaueit kak OJIC, tak u dprusna-
TPUYECKO# ceTH 00 3TOM 3a00JeBAHUH.

Conymcmeyrouaa namoaoeusi y 060A6HOIX
c IIrX

ConyTcTByl0111as TATOJIOTHS OblJla THATHOCTHPOBA-
nay 94,5 % 60./1bHbIX (HepeaKo 1o 2—3 3a60JeBaHUs):
TyOepKy/né3 BHEIIa3HbIX JOKAJH3aUUH B HEAaKTHB-
Hoii hase (kauHMueckoe uajeuenue) y 19% 60Jb-
HBIX, CepleuHo-cocyaucTas narogorus — y 33,5 %,
0CTeOXOH/1p03 Nno3BoHouHnKa — y 31,5 %, natosorus
KeJy0uHo-Kuieunoro tpakta — y 21 %, sabosieBa-
nus JIOP-opranos v sH10KpHHHO# cucTeMbl — y 13 %
uy 11 %, 6osee peaKo — XpOHHYECKHE HecreludH-
yeckue 3a60seBanus JErkux (9 %), ocTaTouHble sIBJe-
HUS BUpYCHOTo renatuta (9 %), natoqorus LIHC (8 %)
M 0OMeHHO-aHCTpodHueckuit noauaptput (3,5 %),
coscem peako (no 0,5 %) — peBMaTOMAHBIH apTpHT,
capkou03 JIErkux, 3a6oseBaHusi KPOBH, PeLLUMBH-
pytoluid reprnec koxku. Hukakoi B3anmocssizu [1I'X
C COMATHYECKOH MaTOJIOrMel He YCTAHOBJIEHO.

Y HEKOTOPBIX GOJBbHBIX HMEJTUCh COMyTCTBYOLIHE
ryiasHble 3aboJieBaHusl, TaK»Ke He cBsizaHHble ¢ [1['X:
BoapacTHas Karapakta y 29 %, pyOLOBble MOMyTHe-
HHUs1 POrOBHLBI Y 7 %, MepBUYHAs OTKPBITOYTOJbHAs!
rnaykoma y 3 %. He ycrtanosJsieno takxe cpasu [1I'X
C TeM MJIH UHBIM BUIOM pedpakiuu [4].

Oo0Hno- u dsycmoponnee nopaxcerue 2aa3 npu
nrx

Mtuorue astopbl oTHocsT [1I'X k aBycTOpoHHEH
rnasHoi nartosoruu [17,30,31,21,26]. Cpenu obeJe-
noBanubix Hamu 220 naunentos ¢ [IIX y 151 (69 %)

JIMarHOCTHPOBAHO JBYCTOpPOHHEE MOpaKeHue IJ1as,
npuuém B GOJbLIMHCTBE cayudaes (66 %) nabuiona-
Jlach OJIHA M Ta 2Ke cTainsl 3a6oJeBaHusl. Y 0CTabHbIX
34 % mauMeHTOB PacnpoCTPaHEHHOCTh M JIOKAJIH3a-
11151 04aroB Ha [JIa3HOM JIHe ObIJM Pa3JIHUHbI B TAPHBIX
ranazax. ¥ 100 us 151 6osibHOTO ¢ GUIaTEPANBLHBIM MO~
paxkeHueM KyanHudeckue npusHaku [1I'X o6oux rias
MOSIBUJIMCH OJTHOBPEMEHHO, Y OCTaJbHbIX — HabJII0-

JlaJicst pa3pbiB MeXK 1y MOpaKeHHneM NMepBoro U BTOPO-

ro ryiasa ot 1 roga no 10 et u GoJee.

CyuiecTByeT MHEHHE M O BO3MOXKHOCTH OJIHO-
cTopoHHero nopaxkenusi rma3 npu [1I'X [29]. Hauu
HaOJIOICHUST  TIOATBEPKIAAIOT 3Ty BO3MOXKHOCTb
[13,14,15]. M3 220 nauuenrtoB c [II'X npumepHo
B TpeTH cayuaes (69 uesiosek, 31 %) nab.onancs oj-
HOCTOPOHHUH npouecc. YuuTbiBas nposijaeHus [1I'X
JIMIb B OTHOM IIa3dy B TeYeHHE TPOAOJKHUTEJIbHOTO
Bpemenu (11—20 sieT u Gonee y 46 %), umeeTcst 0CHO-
BaHHe TPHU3HABATb BO3MOXKHOCTb OJHOCTOPOHHErO
xapakTtepa 3aboJieBaHuUs.

O¢manvmockonuueckasn kapmuna (n= 220 na-
yuenmos, 371 ena3s)

OcHOBHBIM 0(PTaTLMOCKOMHUECKUM MPOSIBJIEHHEM
[1TX (96 % rnas) sBASIOTCS NepUNanUIIspHble XO-
pHOpeTHHAJIbHbIE OYard JaHAKapTooOpa3Ho# Qop-
Mbl, B TOM 4YHcCJ€e (B MPOABUHYTHIX CTAHUAX) C BOBJIE-
YeHHEeM MaKyJibl U Tepudepuu raasHoro aHa. Juck
3pUTEJIBHOTO HEPBA, COCYbl CeTUAaTKH — 0e3 cyllle-
CTBEHHBIX H3MEHEHHH.

Jlokanusauusi XopuopeTHHaJbHBIX 0uYaroB MpH
[TX:

1. UckmouuTtennho nepunanuaisphas (16 % rnas).

2. IlepunanuangapHas — ¢ pacnpocTpaHeHHEM
Ha Makyay (47 % rnas).

3. TlepunanunnsipHass — ¢ pacnpocTpaHeHHeM Ha Ma-
KyJly W nepudepuio rjasHoro aHa (Ha nepudepuu
4acTo B BUJIE H30JUPOBAHHBIX 04aros) (33 %) .

4. Arunuunast — 4 % (o4ard JJOKaJU3yIOTCs B MaKy-
Jie, 9KBaTOPHUAJIbHON 30HEe MJIM Ha KpalHeH nepu-
(epun rnasHoro aHa 6e€3 MepUNanuUAAspHbIX MO-
paxkenutii [14, 15, 10].

[Ipeobmanaomium  11BETOM 04YaroB siBJsiE€TCS
cepeGpucTo-6eniii (57 %), Oesblil LBET 0Yaros
BeTpeuaetcest y 17 %, a uHol (B OCHOBHOM YKeJITOBA-
Thili) I1BET o4aroB — y 26 % GOJbHBIX.

MHTeHCUBHOCTb MUIMEHTAlMK 0YaroB BapbUpY-
eT B LUMPOKOM JiHanasoHe (0T OTCYTCTBHSI MUIMEHTA
JIo Tpy06Oo¥ MUTMeHTaluH), HO O0Jiee UeM Yy MOJIOBUHbI
GoabHbIX (59,6 %) oHa siBJsieTCA yMepeHHOil, ¢ pac-
MoJIOXKeHUEeM MUTMEHTa B BUJE «ISITeH», HHOTAA Ha-
NOMHUHAs WIKYypy Jeonapaa.

Ocmpoma 3peHus u noae 3peHus

Kaxk caenyer u3 tabaui 1 u 2, 3HauuTeJIbHOE M0O-
HuKeHue octpoThl 3penus (ot 0,3 no 0,01 u HuxKe)
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Tabauya 1
Cocrosinue octpoTbl 3peHus y 6oabHbix [IMX (n = 220, 371 raas)
Bcero Ha6.T0e B toMm uncse ¢ octpotoit spenust (B % %)
(rnas) Huxke 0,01 | 0,01-0,03 | 0,04-0,08 0,09-0,1 0,2-0,3 0,4-0,5 0,6-0,9 1,0
371(100%) b) 11 ) 17 13 11 16 22
Tabauya 2
Cocrosinue noas 3apenus y 6oabHbix ¢ [IX (n = 220, 371 raas)
Bceero kinHnue- YBesiMdeHue cJIernoro CroroMe!
[Tepudepuue-

CKMX HabJoj1e - MsiTHa (nepnueKaﬂbeIe

LlenTpasbHble

[TapaueHTpaJsbHble

HuH (T71a3) CKOTOMBI )

Ade.

CKOE CyKeHHE

Orn. Abe. OrH.

371(100%) 96,5% 50,0%

11,0% 34,6% 1,2% 22,8%

Hauo6ouee uactbie ocaoxHenus IMX

Tabauya 3

M3 Hux ¢ 0C/10KHEHUAMU

Bcero knunuueckux
HAGJTIONe HHiL CHBM u OHBM, B uactu OI3 1 OH? [emopparuu 6e3 BbIsIBJEHHbIX
CJlydaeB ¢ reMOpparusiMu HEOBACKYJISIPHbIX MeMOpaH
371(100%) 23(6,1%) 22(5,8%) 22 (5,8%)

oTMeuasioch B 51 % HabJiofeHuii, a yxyalueHne co-
CTOSIHUSI 110J151 3pEHHUS (T€ UM HHble CKOTOMBI, MEPH-
(heprueckoe Cy)KeHHe) — y KaxK/JI0ro naiueHTa.

Darwopecyenmno-anzuoepagpuieckas
muna npu IIrX

[Ipu akccynatuBHoit (ase 3aGoseanusi: (1) [u-
nogJ0opeceHI|s B HauadbHbIX (hazax, 06yCcJ/a0BJ/eH-
Hast OKKJII03UeH XOPHOKAMUJLISPOB H OTEKOM CeTYATKH.
(2) Hauaso runepdiiioopeciieHIIMM 04aroB B MO3JHION0
apTepHabHYIO UM PAHHIOI BEHO3HYIO (ha3bl.

[Ipu nuctpoduueckoit ase sabonesanus: (1) ['u-
noioopeclieHIUs TTOBPEXKIeHUH, CBsI3aHHast C T0-
pakeHueM He TOJIbKO XOPHOKAMHUJIISPOB, HO U IPYTHX
cJIoeB COOCTBEHHO COCYyAUCTOH ob6oJsouku. (2) Pe-
HOMeH paHHel QJroopecleHIHl, 00yCJIOBJJIEHHbIH
nectpykuuedn [19. (3) SBaenue runorunepdJtoopec-
IIeHIIMH B CBSI3M ¢ hopMUpOBaHUeM GpuOpo3HOil pyo-
1I0BOH TKaHHU B 30HE XOPHOPETHHAJbHbIX OYATOB.

Kap-

OCJIOXHEHMSA NIrX

[Tpu T1I'X xopuopeTHHaJbHblE OYark 4aille BCEro
pacrnpocTpaHslOTCs B CTOPOHY MaKyJibl H MOT'YT MpPH-
BOJIUTH K TS2KEJIBIM OCJIOKHEHUSIM — Pa3BUTHIO HEO-
BACKYJISIPHbIX MeMOpaH, TeMopparusim U B pe3yJib-
TaTe K CHHXKEHWIO 3pUTeJbHOU PyHKUMU (TabJga. 3).
K 6oJiee peikuM 0CJI0KHEHUSIM OTHOCSITCS: aTpous
sputesbHoro Hepsa (2,5 %), oTcJoiika ceTuaTKH
(0,52 %), remodTannm, GUOPO3 CTEKJOBHHOIO TeJa
(0,52 %) u apyrue.

Huaznocmuka u dugpgpepenyuarvnan duaeno-
cmura IITX:
1. Ouenka opTanbMoCKONMUYECKOH KAPTHHBI.
2. Knununko-penrreno-na6opatopHoe o6c/e0BaHKe.

3. QuoopeciieHTHAs aHrHOrpadust [Ia3HOTO HA.

. MIMMyHoJIorMyecKre ucciieloBaHusl KpOBH

5. MeTtonbl JabopaTOpHOH AMATHOCTHKH COCKOGOB
¢ KoHblOHKTUBBI: [TMD (M®A), KynbTypabHbIi
meton, MDA u I1LIP.

6. IlpoBoKkalMoHHbBIE asiepruyeckue npoobl (C OLLeH-

KO MeCTHOH, 00111eH U 04aroBOH peakiuil).

7. Ilpo6GHOe nHMarHoCTHYECKOE JIeUeHHe.

B 6oabwuneTBe cayuaes (96 %) auarnos I1T'X
yCTaHaBJIMBaeTCs MO KJAWHHYeCcKoH kKapTuHe. [lpu
OTCYTCTBHH MAaTOFHOMOHHYHBIX MPU3HAKOB HEOOXO-
auma 1uddeperrasbHas IHarHocTUKa: ¢ Xop1ope-
TUHUTAMH HH(EKIIHOHHOTO reHe3a, OCTPOH 3aaHel
MHOTO(OKYCHOH MJAaKOUJHOU 3MUTeJHONaTHeN CeT-
4yaTKH, cuHapomom ['pen6aana-Crpannbepra (aHru-
OMJIHBIE TOJIOCHI CETUATKH), BLICOKOH OCJIOKHEHHOMH
MHUOMHUEH, MaKyJoIUCTPOGUIMH CKJIEPOTHUECKOTO
reHesa, Mo3jHed cTajueil MUrMeHTHOH abuoTpoduu
CeTyaTKH.

B

KJIMHNYECKWNE NPUMEPBI AUATHOCTNKIW NIrX

B kauecTBe npumMepoB noctaHoBKHU auaruoda [1I'X
NPUBOJUM KpaTKHe BBIMTUCKU M3 HCTOPUH O0Jie3HU
11 60JbHBIX C COOTBETCTBYIOUIUMH UJJIOCTPALLUSIMHU.
Y Kax10T0 U3 60JbHBIX UCKJIOUEHbI 3THOJOTHUECKHE
(akTopbl 1pyrux 3a6oseBaHui rias.

a) npu KAUHUYeCKol Kapmune ¢ Haauduem na-
MO2HOMOHUYHBLX NPUSHAKOS.

1. Boabhoii C., 40 net, ¢ ogHocroponueit [1I'X na-
yaJibHOHM CTajuel, B 3KccylaTHBHON ¢ase. J[aBHOCTD
3aboJsieBanus 1o aHamHesy 11 jet. [nmasnoe aHo OD:
napananuJ/sipHblii XOpHOpeTHHAJbHBIA ovar JaHakap-
TooGpa3Ho# hopmbl, cepeGpucTo-6esoro 1BeTa, C e11-
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Puc. 3.boabHoii C., 40 aet, ¢ onHocropoHHe# [IM'X HauaabHO#
craaueii. [losicHeHus B TekcTe

HHUYHBIMH IVIbIOKAMH MTUTMEHTA, ¢ PeCTOHYAThIM JIBYKOH -
TYPHBIM KpaeM; B BEpXHEH MOJIOBHHE oUara — 3KCCylaT
1 HeuéTKocTb rpanuil. OctpoTta 3penus 1,0 (puc. 3).

2. BonbHoti 1., 47 net, ¢ ieycroponneit [1I'X (puc. 4a
u 46). Ha rmaznom nque OU: nanakapToo6pasHbie X0-
pUopeTHHAJbHble OUard B TepUNaNnuJJsSpPHON 30He
C pacrnpocTpaHeHHeM Ha MakyJaspHyio 30Hy. Ouaru
cepe6pHcTO-6€eJI0TO UBETA, C eAMHUYHBIMU TJILIOKaAMHU
nurmenTa. ['panuiibl odaros yétkue (puc. 4). Octpo-
ta 3penus: OD = 0,02 (skcuentpuuno), OS = 0,3,

¢ sph — 0,5 nntp = 0,7. AGcostoTHas LeHTpaJ bHas
ckotoma OD (18 x 15°) u abcostoTHasi mapaileHTpasb-
Hast ckotoma OS (10 x 25°). ®ATJl — runepdJtoo-
pecIieHIIMH He BbISIBJEHO.

3. Briepsbie BbisiBaieHo. bosbhast I1., 65 sieT, ¢ oxo-
croponneit [1I'X OD B III crapuu (puc. 5).

0) KaunuvecKue npumepovl. nOCMano8Ku dua-
eno3a IITX 8 camoii panneii cmaduu do ¢popmu-
POBAHUA NAHOKAPMOOOPA3HBIX 04A208.

4. Boabuoni I, 15 ner (puc. 6). IlaBHocTh 3a-
6oseBanust okoso | rona. Ilo mecrty kutenbcTBa
OblJl TIOCTABJEH AMArHO3 IOKCTaManuJJAsipHbId TYy-
6epKyaE3Hblil XopruopeTHHUT. [lpn obGcienoBanuu
B CrelMaJu3upOBaHHOM CAaHATOPUM HUKAKHUX JaH-
HBIX B M0J1b3y HH(EKIIHOHHOTO reHe3a 3aboJeBaHus
He BBISIBJIEHO.

B OU — y JI3H umeetcs y3kuil BUCOUYHBIH KO-
HyC C HEpPOBHBIM KpaeM (ocTpoTa 3penus 1,0, smme-
tponusi). B OS nan JI3H, noutu npumbikas K Hemy,
nmeetcst 6eqbiit ouar pagmepom 1,56—2,0 PD, nenpa-
BUJILHOH (DOPMBI, C PeCTOHUATHIM Kpaem, ¢ HepaBHO-
MepHOU MUTMEeHTAalLlUeH, YE TKUMH I'paHuIlaMu (pHC. D).
®GATT: OS — B xXopHoHpanbHYl0 a3y — rauieHue
6a30BoH (Jr0OpeceHIInN 0(hTaIbMOCKOTTMYECKH BHU-
JMMBIM 04arom, B rosaHue (asbl M0 NepUMeTPy ovara
orpesiesisieTcsl BEHUUK TUMEP(JIOOPECUEHIIHH YMe-
PEHHOMU SAPKOCTH.

Huarnos: OS — I1I'X, | cragus, nuctpoduueckas
tasa.

5. boawnoti I1., 37 netr. Ha pucynke 7 (nosycxe-
MaTHYHO) — JMHAMHKA B COCTOSIHMH TJIa3HOTO JHA
JeBoro ryiasa 6oJbHOro 3a 8-Je€THHH TMepHoj Ha-

Puc. 4.a) boabHoit 1., 47 aert, ¢ aBycroponHei [NX: chumok raaszvoro nna OD — MIX 1I-B craauu, B aucrpoduueckoii dase. Io-
sicHeHus B Tekcre. 6) Tot xke 6oabHoii. OS — MIX 1I-A craguu, nucrpodmueckas dasa. [MosicHeHus B Tekere
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Puc. 5.boabHas I1., 65 ner, ¢ onHocroponneit [INX OD B L craguu (aucrpoduueckas dasa). a) O6wmMpHbie XOPUOPETHHANbHbIE
oyaru B LEHTpPaJbHOIi U 3KBaTOpHaibHON 30Hax; 6) OKT (180°, 6 MmmM) nemMoHCTpUpPYeT UCTOHUYEHHE ceTYaTKH 10 82 MKM U OT-
cyTcTBUe €€ B (DOBeOJISIpHOIA 006aacTH

1988 1. 1993 2 1996 1.

Puc. 7.boabHoii 1., 37 net, c atunuuHoi opmoii [INX neBoro riasa 3a nepuoa HabGaoaeHus: oT 1-i (MakyasipHoit) craauu no LI —
el (yxxe cTaBLIedl THNMYHOW) CTaauH.

6tonenusi: ot [ (1988 r.) mo II (1993 r.) u nanee I pytowu#i ouakok ceporo 1BeTa, OBaJbHOH (OPMBI,
(1996 1.) cranui. C HEUETKMMH TpaHMLIAMH, C MEJKHUMH TreMopparus-

[To anamuesy, saGoseBaHue HacTynujao octpo, M. Octpora 3penus 0,03, He koppurupyercs. LleH-
BHE3aIHO 3aMeTHJ Pe3Koe CHUXKeHUe 3peHust. B uen- rtpanbHas abcosioTHast ckotoma. B 1993 1. Gblin
Tpe MakyJibl OblJl 0OHApy»KeH YMepeHHO MPOMUHU- oOHapyxkuau npusHaku [I['X: «BucCOYHBII KoHYC»
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Puc. 8. Bosbnas M., 32 ner. Arunuunas dopma nepunanuiisspHoii reorpaduueckoit xopuonaruu Il cranuu (skcecynatuBHas asa).
Ha cHumkax — odrasbmMockonuyeckasi KapTHHa: a — MPaBoro rjia3a, 6 — JeBoro raasa.

Puc. 9. Ta xke 6onbHasi. PaloopecieHTHasi aHTMOrpaMMa IJ1a3Horo Ha (a — npasblid 11a3, 6 — JeBblil IM1a3); apTepuoBeHo3Has ¢a3a.

¢ pecTOHUATHIM KpaeM, YTO MOCJYKHJI0 OCHOBAHHEM
JU1s1 TocTaHoBKHU auarHosa [1I'X.

[IpencraBienHoe HabOJtoeHHe CBUIETEJbCTBYET
0 TOM, YTO B HEKOTOPBIX, K CYACTBIO PEIKHX, CJyua-
six quarnos [1I'X ycranaBauBaetcs npu HabJ0aeHUH
B IHHAMHKE.

8) KAuHu4ecKue npumepol NOCMAHOBKU JUAZHO-
3a IITX npu amunu4nol KAUHUYECKOU Kapmune.

6. boabHas M., 32 jiet, B Teuenue 8 et Ge3ycrel-
Ho JieuuJsiach B [IT]] B ¢Bs131 ¢ OLIMOOYHBIM AHATHO-
30M Ty6epKyJa€3Hbli XxopuopeTHHUT (puc. 8 u 9). Ha
rnazHom gqHe OU MHOKeCTBeHHbIe XOPHOPETHHAJb-
Hble MOJUMOpP(HbIE OYard CO CMbITBIMM TI'pPaHULA-
MM, ¢ HeOosblIOH nurMeHTaunei. Octpora 3peHus
OouU=1,0.

®ATJL: B aprepuoBeHo3Hyl0 (ady runepdJioo-
pecueHLMsT o4yaroB 3a CY€T aTpodUU XOPHOPETH-

HaJbHOTO CJ1051 U 1Ie(PEKTOB MUTMEHTHOTO SMUTEJHS.
Jannbie DATJ] ykasbiBaloT Ha OTCYTCTBHE (DJIHOO-
peclieHIlMH B 30He MopaKeHusi B paHHell ¢aze —
B CBSI3M C aTpoduell XOPUOKAMUMNSIPOB U KOHTpa-
CTHUpPOBaHMe 0uaroB B Mo3aHel (aze — BCJeEJICTBHE
I Py3un KpacuTessi U3 XOPUOKAMUISTPOB COCEl-
Hel 30HbI (puc. 9).

7. Bbonbhas V., 28 ner. OD — atunuunas (MakyJsip-
Hasi) opma mNepuNanuIIspHON reorpapuueckor Xo-
puonaruu, I1-b crapuu (auctpoduueckas dasa). bonee
rojia 6e3ycrelHo Jeynaach Mo NoBojLy Npearnosaraemo-
ro Ty6epKyJ/JE3HOro 04aroBoro xopuopetuuuta. Mekio-
YeHbl U Apyrue HHMEKIHMOHHbIE TPUYHHBI XOPHOPETHHH -
ToB. OCHOBHOM, caMblil KPYMHBIH ouar B LEHTPaJbHOH
30He (CBETJIO-2KEJITOrO LBeTa C MATHUCTOH MUTMeHTa-
uueit) ypesnuuics B paamepax ¢ 1 PD jo 1,5 PD, nosi-
BUJIMCH el1é 3 HeOOoJbILIMX 04YaxKKa. B noJib3y anardosa
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Puc. 10. BosnbHas Y., 28 ger. OD — arunuuHas (MakyJsipHasi)
(hopma nepunanuansapHoii reorpaguueckoii XopuonaTum.
lMosicHeHus B Tekcre

[II'X cBUAETENbCTBYIOT LIBET U XapaKTep MUTMEHTalUN
ouaroB Cep/iedHO-COCYAUCTON MAaTOJNOTHH HE BbIsIBJIE-
Ho (puc. 10).

8. BosbHoti K., 51 roga ¢ nBycropoHHe#H aTHMuy-
HOH (MpeuMylLleCTBEeHHO MakyJsipHoit) dopmoit T1IX
(puc. 11). B Teuenue 6 sieT seunsicsi B MPOTUBOTY-
6epKyJ/JaE3HOM JMcrnaHcepe B CBSA3U ¢ Mpejanosaras-
wumMes Ty6epkynésom raas. Onnako Ha s3Tom done
3aboseBanue nporpeccuporasio: B OU nosiBUIUCH
OYa’KKH BJ0JIb COCYAAMCTBIX apKaj M B MepunamnuJ-
JSIPHOH 30He — MeHee BbIpaKeHHble 0YaroBble
uaMmeHenusi. B makysne OS — oGuupHbiil ouar Ge-
JIOTO 11BeTa, JaHAKapTooOpa3Hoil popMbl ¢ MUHU-
MaJibHOW TMHUTMeHTalHed W 4YETKUMM TpaHHUIlAMHU.
Ocrpora spenus 8 OD = 1,0, 8 OS = 0,08, He kop-
purupyercs. llentpasnbHas abcosioTHasi CKoToma
B OS 15 x 25°. ®AT]I B OU: runepdtoopecieHiius
3a cuétnectpykuuu [13, HakonseHus KpacureJs
He BbISIBJIEHO.

JIEMEHUE NIX N ET0 PE3VYJILTATDI

[Tonxonnl K sieyenuto [1I'X He onHo3nauyubl. Llesbii
psil aBTOPOB CYMUTAET, UTO 3((HEeKTUBHBIX COCOOOB
gevenust [1I'X He cylilecTByeT U NMPUMEHATh UX Oec-
noJesto [22, 28]. B To ke Bpemsi ajs yCTpaHeHHSs]
BocnaJuTeabHbIX nposiBaennii [1I'X ycneuino npume-
HSIJIM KOPTHKOCTEpOU bl [23,25] unn ux komOuHaL UK
¢ uurocratukamu [24]. Llukaocnopun A teparneBTH-
yeckoro sdekra He nan [28].

JI. A. KaiiHeibcoH 1 coaBT. [7] peKOMeHYIOT NpH-
MmeHsAThb npu [1I'X cocynopacuunpsitollyto Tepanuio.

E.W. YerunoBoii u coaBr. [15] ynaJgock ycTpaHUTh
NpPU3HAKK BocnanurteabHoro mnpouecca npu III'X
C TOMOLIBIO KOMIIJIeKca Hecrnelluduyeckoro npoTu-
BOBOCHAJIMTEJ/ILHOTO, 1E€THIPOTALHOHHOTO, JIeCEeHCH-
OUJIM3UPYIOLLETO JIeYeHHsT ¢ MECTHBIM MPUMeHEHHEM

Puc. 11. Boabhoii K., 51 ropa ¢ aBycropoHHeii atunuuHoii (npe-
UMyLLLeCTBEHHO MakyJsipHoii) ¢opmoii TIFX. Ha cHumke:
oranbMocKonuyeckasiKapTHHaria3HOroHaleBororiasa

KOPTHUKOCTEPOUI0B. B oHOM M3 3THX HaOJI0AeHUH

pacrpocTpaHeHHe oyara Ha MakyJy yAaJjaoch npeay-

npeauTh ¢ nomolibio Metoauku npsamon AJIK, paspa-
6orannoi JI. M. banawesnuem /151 jle4eHUs XOpHO-

petunutoB [1, 12].

Meduxamenmo3snoe aeuernue IIIX (8 obuenpu-

HAMbLX 003UPOBKAX)

Pekomendyemoie npenapamol 015 rederus IKc-
cydamusHoli gpasoL:

1. Koptukocrtepouabl (MeCTHO B HHCTHJMSLUAX JIEK-
caMeTa3oH, MAKCHJEKC, MepPUOKYJsipHble MHbeK-
UK — JIeKCaMeTa30H UJIH IUTPOCTaH);

2. Hectepounnble nmpoTHBOBOCHAJUTEJbHbIE CpeEJl-
CTBa (MHHIOMETAIMH BHYTPb, B HHCTUJISIUSAX Ha-
KJ0(, THKJ0-], HHIOKOJJIHD);

3. CucremHas 1e3MHTOKCHKALMOHHAS Teparnus B Ts-
JKEeJIBIX CJydasiX ¢ MAaCCUBHOH 3Kccynaluen (peo-
MOJIMTJIIOKHH WK peamMbepuH);

4. JleceHcubuanaupytouide npenapartbl (aHTUrUCTAa-
MUHHBIE CPEJICTBA — T'MCTAJIOHT, KJAPUTHH, TaBe-
TUJI, CYTIPACTHH, PenapaThl KaJdblUsl — KaJbllUs
XJIOPHUJL, KAJIbLIMS IJIIOKOHAT U JIP.);

5. AHTHOKCHJAHTBI (HATPHUs THOCYIb(AT, BUTaMUH E,
UJIM A€BUT, WJIK TOKOdepoJia alerar);

6. MecTHasi 9H3UMOTepamnusi MOJAKJOYAeTCs MPH
CTHXaHUU OCTPBIX BOCMAJUTEJbHBIX TPOSBACHUI
3aboJieBanus, He paHee 10—14 nHeii oT HavyaJsa Te-
panuu (KoJaau3nH).

Pexomerndyemore npenapameol 0451 AeweHus Ouc-
mpoguueckoti hazol:

1. AHruonpoTeKTOpbl (SMOKCHIIHH, AMLIHHOH, TOKCH-
yM, TapMHUJIHH);
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Tabauuya 4
HenocpeacrBeHHblie pe3ybTaThl MEAUKAMEHTO3HOTO
nedenus 6oabhbix ¢ [IMX B 3aBucumMocTH
oT cTaauu 3a6oaesanus (n = 62 6oJbHbIX, 97 rna3)
Ne 11/m Cramuu [1I'X Hlueno . M3 1
HabJ1I01eHUH C yJyullleHHeM
L. HauasbHas 15 8(53,3%)
2. Bripaxennas 48 26 (54,2 %)
3. Janexosawienias 34 10(29,4 %)
Beero (100 %) 44 (45,4 %)
lpumeuanue. P o 5<0,05;P, ;<0,05

2. PeTHHONPOTEKTOPHI (JIOTEHH-KOMIJIEKC, JIOTEHH-
¢dopTe, OKyBaHUT-JMIOTEHH, BUTPYM-BHKH, Tay(doH,
COJIKOCEPHJ, aKTOBernH, puOOKcHH, AT®, 1u-
toxpom C, MUJIApOHAT, BUTAaMHUHbBI rpynnbl B u C,
ACKOPYTHH U JIp.);

3. buorennble npenaparsl 1 GHOPEryJasTOPLI (peTHHA-
JIAMHH, SKCTPAKT aJ103 XKUJKUH /151 UHBEKIUH);

4. AHTUTHMOKCAHTBI U aHTHOKCHJAHTHI (MUpaieram,
NMUKaMUJIOH, aMUHaJ0H, BATaMuH E, THocysabdat
HaTpus);

5. Baszopunaratopbl — npu oTCyTCTBUU reMopparui
Ha IJ1a3HOM J1HE U CUCTEMHOH FMTIIOTOHUHM (TpeHTadl,
HUKOLIMAH, KaBUHTOH, HUKOTHMHOBAs KHCJIOTA,
KCaHTHHOJIa HUKOTHHAT WJIK KOMIJIAMHUH, HUTEK-
CUH BHYTPb, rajuiop).

Pesyavmamor meduxamenmo3noeo saeveHus
ooavnolx IIFX

OhPeKTUBHOCTL MeAMKAMEHTO3HOr0  JIeYeHHSsI
6o0JbHbIX ¢ [IT'X 1—11 cranuii, no cpaBHenuto ¢ [-ei
cTaauei, 3Hauumo Bolle (TadJ. 4). Jleuenue npose-
JIEHO B TeueHHe OJHOr0o Mecslla B YCJOBHSAX CIeLHU-
aJIM3UPOBAHHOrO caHatopusi. B ueJsom, yaydiienue
Obl10 BhIsBJEHO y 44 (45,4 %) Gosbibix. CocTosiHne
6e3 nuHamuku npu [1I'X, ycraHoBJ/ieHHOE Y ocTallb-
HbIX 53 6osbHbIX (54,6 %), pacluennBaeTcsl Kak cTa-
6uansanms rmpoiecca. YXyAlIeHHs HE OTMedasoch
HU B OJIHOM CJIydae.

[1pu skceynatusroit paze [NI'X yayuuienue B 6J1u-
Kaiimmie cpoku Hab.sonanock B 93,8 % ruas, uto
JIOCTOBEPHO yalle, 4yeM MNpH AUCTpoduyecKol dase
(35,8 %) (p<0,001).

[Ipu oueHke oTAaNEHHBIX pe3yJabTAaTOB MeJH-
KaMeHTO3HOTo JedeHuss 39 OosbHbIX (62 r/1a3a)
¢ [II'X co cpokamu Jjieuenusi ot 1 no 15 set (B cpen-
HeM no 3,7 +2,9 roaa), NpoBOJHMOTO He MeHee ueM
no 2 Kypca B rojl, CTabu/au3alus Ujn yaydlieHue 10-
cTUrHyTH B 82 % cayuaes; B 18 % — Bcé e HacTy-
nuJ0 yxyauieHue (puc. 12).

[Ipu olleHke coCTOsIHUSA TV1a3 B OTAAJNEHHBIE CPO-
K1 HabJtofeHust Takxke oT | mo 15 set (B cpenHem
5,3+ 3,8 rona)y 24 He JeUUBILNXCS 110 PA3HBIM MPHU-
ynHam 6oJibHbIX (37 raas) ¢ [1I'X ycranoseno: yayu-

| yJyuyuleHue

B crabuinsanus

B yxynueHue

Puc. 12. OrtnaneHHble pe3y/bTaTbl MeJUKaAMEHTO3HOTO JeueHUs

6oabHbIX [I'X npu cpokax Habaoaenus ot 1 no 15 ger, B
cpeadem 3,7+2,9 rona (n = 39 6oabHbix, 62 rnasa).

B otnaneHHble CPOKH NMPH PEryjasipHOM JIEUEHHH YiyullleHHe
v ctabunusauus otmedenbl B 829 rnas, B 18% — cocrosi-
HHUE 1713 BCe XKe YXYAUINIO0ChH

wenne — y 0,0 %, crabunnsauus — y 29,7 %, yxy-
wenue — y 70,3 %.

CpaBHeHHe MpeACTaBJIEHHbIX JaHHbIX CBUIETEb-
CTBYET B [10J1b3y HEOOXOAUMOCTH PEryJ/sipHOro MeJn-
KaMeHTO3HOro JieueHust 6osbHbIX ¢ [TI'X.

Pesyavmamor naseproeo aedeHusr OGONbHLIX
IrX (n = 23)

JlazepHas Koaryssinust XOopHopeTHHAJNbHbBIX OYa-
roB npu [1I'X nokazaHa B cayuasx yrposbl UX npo-
NBHKeHUS K MakyJae. HaunGosee sddexkTuBHa Ja-
3epHasl KoaryJsiuus 1o nJolaam ouara no MeTojauke
JI.Y. banaueBuua, paspabGoTaHHasi aBToOpoMm s
JedeHuss xopuopetunuton [l, 12]. B otnanenubie
cpokn AJIK mo nusomanu ouara okazasach shdex-
TUBHee GapbepHO Ja3epHOll KoaryJasiuuu. Jlasep-
Haa koaryasuus npu [II'X nokasana rtakxe npu
HEKOTOPbIX OCJIOKHEHHUSIX, B YACTHOCTH MPH HaJHU-
unu CHBM [26, 27].

Meronuka npsmoil AJIK no nsoumianu ouara,
npuMmenénnas 5 GoabubiM ¢ [1'X, okazamnach 3¢-
(exkTUBHON B GunrKalilllie CPOKH y Bcex D 60Jb-
HbIX, B OTJaJ&HHBIE CPOKHM OT 3 MecC. 10 3 JeT
(1,8+ 1,3 rona) — y 4 6osabHbix. C e nomouibio
NporpeccHpoBaHHe  XOPUOPETHHAJBHBIX ~ 0YaroB
M0 HanpaBJeHHI0 K MakyJe OblJ0 MPUOCTAHOBJIEHO
¥ 3pUTesbHble PYHKILMHM COXpaHsIUCh [4].

B kauecTBe npumepaycnettHoro npumeHenusi AJIK
no nJotaau ouara npu [I'X npuBoaum KpaTkyo Bbl-
nUcKy U3 uctopuu 60ge3nu 6oabhol K., 21 rona (na-
omonenue WM. T Tosen, E. M. YcTunooit).

Boabhoii K., 21 roga npu nocTynJjeHdd B caHa-
Topuil 6bla1 mocrtabaen auaruos: OD — TII'X TIB,
0S [II'X 1 (nucrpoduueckas dasza OU). Ye-
pe3 HEeCKOJIbKO AHeH BHe3anHo, 6e3 BUIUMOH IpH-
UHHbl PE3KO CHU3UJACh OCTPOTA 3PEHUS Ha JyULLHH
a3 ¢ 1,0 go 0,1. Ha riasnom nue OS Obljiu BLISIB-
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Puc. 13. Boabhas K., 21 ropa c 1BycropoHHeii nepunanuuisipHo#
reorpacgmueckoii xopuonarued. Ha cHumke: odranbmo-
CKOMHMYecKasi KapTMHA IJa3HOro [HAa JEBOro rjasa mnpu
o6ocTpeHnH npotiecca (IKccyaauus U reMoppariu pacnpo-
CTPAHUJIKMCh HA MapamakyjsipHYI0 U MaKyJsipHYIO 30Hbl).
Ocrporta 3penus 0,1, He Koppurupyercs

JIeHbl 9KCCy/allhsl U TeMopparuu B 30He oyara ¢ pac-
npocTpaHeHUeM Ha MapaMaKyJaspHYI0 W YacTHUHO
Ha MaKyJsipHYyIo (ouTH 10 (hoBeoJibl) 30HbI (puc. 13).
B Gamxkaiimiuit cpok 6bli1a nposenena AJIK no nJo-
1laJd oyara, pacrnpocTpaHMBlUerocss Ha MmakyJay: [
stan AJIK — orrpannuntesibHas KoaryJsinusi oua-
ra B0Jib ero TemnopaJsibHoro Kpas; II sran AJIK —
anmiuKaludyd KoaryJasiToB Mo BCeH MJoLaad oyara.
OctpoTa 3penus nosbicugaach 1o 0,5.

Puc. 14.0nepauus peBacKy/isipusaluy Xopuouaeu noj, cKiepaib-
HbIM JIOCKYTOM (cxeMa): 1 — pa3pe3 KOHBIOHKTUBBI CKJle-
pbl; 2 — HUXKHSASA MPsIMast MbILILLA Pa3/ie/ieHa Ha JiBa NyYKa,
Ha KOTOpbI€ HAJ0MXKEHbI y3/IeUHble WIBbI; 3 — BLIKPOEHHbIN
NoJ HUXKHEH TMPSMOii MbIlILEl CKIepaibHbId JOCKYT MPo-
BeJleH MeX/y MbIlIeUHbIMU MyuyKamu; 4 — 1IOB-AepiKajka
Ha cKjiepe; 5 — TpenaHalMOHHOE OTBEPCTHE

KUPYPTNYECKOE JIEYEHUE NIX

[Tpu nponsunyThix craausix [II'X — IIb u I
CYCTOHUHBON AMCTpOUIecKor ha30il H HUISKUMH 3pH-
TeJbHBIMH (PYHKLUHSMH, MO HALIEMYy MpPeasoKeHHUIO,
Oblia anpoOMpoBaHa olepalus peBacKyJaspU3alUn
xopuoujien (PBX) ¢ Tpenanauued noj ckaepaJibHbIM
JockyToM. Haubosee uesecoo6pa3Ho npHMeHe-
HUe JlaHHOH MeToiuKH, pa3pabotaHHoil B CII6I'MY
um. akan. M.I1. [laBmoBa [2,5], kKak sddekTUBHOM
1 Haubosiee GezonacHol (puc 14). PesyabraThl omne-
pallMu y BCeX MPoorepupoBaHHbIX O 60JbHbBIX (6 rias)

Puc. 15. lunamuka nosist 3penus npasoro riasa 6onsHoit M., 62 ger, ¢ [ICX Il cranuu, nucrpoduueckas dasa. Ha cHumke: pesynbrarsi
oGcaenosanus Ha nepumerpe IMPI1-60 (o6bekt Geabiit, 5 MM, 1/4 apkoctu): a) ao onepauun PBX (24.12.98 r.): octpora 3pe-
Hust — 0,02 co sph —2,0 qnTp; naowanb abCcoMOTHON LEHTPANbHON cKOTOMbI — 5,7 cm?; 6) uepe3 1 Hex. nocie onepauun PBX
(22.01.99 r.): octpota 3penuss — 0,05 co sph —2,0 anTp; niowanp abcoaoTHOI LeHTpaIbHO# ckotombl — 4,9 em?, chopmupo-
BaJIOCh KOKHO» B LIEHTPAJIbHON 4acTH CKOTOMbI; B) uepe3 1 roa nocie onepauun PBX (17.12.99 r.): ocrpora 3penus — 0,08 co
sph —2,0 anTp; niowaap abCcoMOTHON LEHTPATLHON cCKOTOMbI — 3,4 cM?, «OKHO» coxpaHsietcs [4]
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Tabauya 5
CpaBHuTEJIbHAS OLEHKA B COCTOSIHUY IJ1a3 Y JIEUUBILUXCS U He
JgeunBinxcs 6oabHbix ¢ [KX 3a 5 aer

W3 nux
[pynrnbl 60JIbHBIX Beero
py a3 yJaydule- | cTabWIM- | yxy/iule-
Hue 3aLust HHE
L Tlpu perymsip- | 55 929 599% 19%
HOM JIeYeHUH
2. Bes sieuenust 27 0 22% 78%

ObIJIM TOJOXKUTENbHBIMU: y2Ke yepe3 HejleJio MOBbI-
cuJach ocTpora 3penus (daute Bcero Ha 0,02—0,06)
M COKPATHJIUCh Pa3Mepbl LEHTPAJbHbIX CKOTOM; Yepes
roJ HabJ1101a/10Ch a/ibHEHIIee yayulleHue oJis 3pe-
Husi. B 6oJsiee otnanéuubie cpoku ot 8 mMec. 10 3 Jet
(17 + 10 wmec.) scpdekr onepauuii coxpanuics [4].
Ha pucynke 15 npejcraBjeHa quHamuKa moJisi 3pe-
HHMs npaBoro rynasa 6osbHoil M., 62 qet ¢ T1I'X LI
CTaauu, AucTpoduueckas dasa: B UEHTPE CKOTOMbI
chopMHPOBAJIOCH €OKHO», OCTPOTA 3PEHUS TOBbICH-
Jgach ¢ 0,02 10 0,08.

CpaBHHUTe/IbHAS OlleHKA HEMOCPEeJCTBEHHBIX pe-
3yJIbTaTOB MeJIMKAMEHTO3HOTO U KOMIJIEKCHOTO Jie-
yenust 6oabhbix [1I'X (n = 127 rnas)

AHanua pesy/bTaToB MOKAa3aJ, UTO KOMIJIEKCHOE
JieueHue (T. e. METHKAMEHTO3HOE B COUETAHUH, 10 T10-
Ka3aHUsIM, C Jla3epHbIM WJIM XUPYPrUUeCKUM) sIBJIS-
ercs 6osiee 3PpHeKTHBHBIM, MO CPABHEHHIO C MeIMKa-
MEHTO3HbIM JieueHHeM: TOBbILLIEHHEe OCTPOThI 3peHHSsI
HabJonanoch y 70 % 60JbHbBIX NpoTUB 45 %, T.e.
B 1,5 pasa uate.

JlaHHble, mpeacTaB/eHHble B TabJdlle D, CBUJE-
TEJIbCTBYIOT O HEOOXOAMMOCTH PEryJsipHOro JieueHus
6osbHbIx [IT'X. [1pu evennn yaanock 106U ThCS MOBbI-
wenus apenus y 22 % 60J1bHbIX U COXPAHUTb CTAOUJIH-
3aluio npoiecca 'y 59 % 60JbHBIX. Y ocTa bHBIX 19 %
NaluMeHTOB BCE XKe HACTYIHUJIO YXY/llIeHHe COCTOSHHUS
rnas. Cpeau He JIeUUBIIHXCS GOJbHBIX 3@ 3TH 2Ke O JIeT
YXy/LIEHHe 3PeHHsT 3aperuCTPUpoBano B 78 % cuyya-
eB (T.e. B 4 pasa yalle), cTabu/M3allks COXpaHuJach
y ocTasibhbix 22 % GoabHbIX (T. €. B 2,5 pasa pexe).
YayulueHusi COCTOSIHUS TJ1a3 He HabJ110/1aJ10Ch.

JAKJIOYEHNE

Jlauuble UTEpaTypbl U pe3ynbTaThl COOCTBEHHbBIX
MccJIe/IOBaHUH, TpeCTaBJeHHbIe B JIEKI[HH, CBHJIE-
TEJbCTBYIOT O HEOOXONUMOCTH CBOEBPEMEHHOH 1Ha-
rHoctuku [1I'X v npoBeeHus peryasipHoro, ajlekBat-
HOTo JieueHHUs1 60JbHbIX. BeposiTHOCTb cTabu/IU3al1K
NaToJIOTHYECKOro Npouecca U CoXpaHeHHUs 3pUTeJib-
HbIX (PYHKUHH MPH MPOBEJEHUU MEJIUKAMEHTO3HOTIO
NaTOreHETUYECKOro JieueHHUs (He pexke JIBYX KypcoB
B TOJl, TIPU MOKAa3aHUSX, C MPUMEHEHHEM Ja3epHbIX
onepauuii 1 PBX) 3HaunTtesibHO Bhillle, ueM 6e3 Hero.

[Ipu OTCYTCTBUHU 2Ke PErYJSPHOTO JieueHus: y 60Jb-
IUHCTBA GOJIbHBIX HabJIoaeTcsi HeyKJOHHOE Mpo-
rpeccupoBanue [1I'X 1 cHUKeHHE 3pUTETBHBIX PYHK-
LMH BIJIOTD JI0 CJEMOTHI, 1a2Ke B CJyyasix BbIsIBJEHHS
3abosieBanus B [ u Il ctaausix pa3sButus.
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PERIPAPILLARY GEOGRAPHIC CHORIOPATHY
Ustinova Ye. I.

<> Summary. In the lecture, literature data and results
of own studies are presented upon etiology, pathogen-
esis, clinical picture, diagnosis and treatment of the
peripapillary geographic choriopathy - a severe pro-
gressing disease of eye fundus structures, that may
often lead to blindness. A peripapillary geographic
choriopathy clinical classification is recommended.
The possibility of diagnosis in 96% of cases basing on
ophthalmologic picture is established. The efficacy of
regular medical treatment (no less than 2 cures a year)
is proven, if necessary in combination with photoco-
agulation and revascularization of the choroid.

<> Key words: peripapillary geographic choriopa-
thy; etiology; pathogenesis; classification; clinical
picture; diagnosis; treatment.
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