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KJIWHWYECKWUE OCOBEHHOCTI N PE3YNBIATBI JIEMEHNS YBEWUTOB,
ACCOLUMPOBAHHbIX C CUHAPOMOM ®OTTA-KOSHATU-XAPAJIA Y JIETEM
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denepasnbHoe rocyapcTBeHHoe yupexaeHne « MoOCKOBCKHE HayYHO-UCCIEI0BATE/NbCKUI MHCTUTYT NVIa3HbIX
6osiesHeil uMeHu [esbmrogbia» Munsnpascolpassutus Poccnu

<> U3yueHbl KIMHUYECKHE MPOSIBJEHUA U PE3YJbTaTbl J€UeHUs] YBEUTOB, aCCOLIMMPOBAHHBIX C CHHAPOMOM
®orra—Koiianaru—Xapana, y 16 nereit ¢ ne6rorom 3aboneBanuss B Bo3pacre ot 2 no 16 ner. Bo Bcex
cayyasx HabJ/101a10Ch Pa3BUTHE TSKENOr0 NaHyBeUTa ¢ GOJIbILIEN MO CPABHEHUIO CO B3POC/IbIMU TSIXKECTHIO
nopaXkeHusi nepejaHero orpe3ka riaasa. TunuuHbiM Obl10 Auddy3HOE yTOMLIEHHE PANYKKH B OCTPOM
nepuojie yBeurta, paHee pa3BUTHE OCJIOXKHEHHIl, HaHOOJIee YACTO — MJIOCKOCTHBIX WPHAOXPYCTATUKOBbBIX
CHHEXMH M NpexpycTaivMkoBbix (uGposHbix Mem6paH (87,5%), karapaktbl (81%), riayKombl
(NpenMyILECTBEHHO 3aKPBITOYTObHOM, 53 %), yacTM4HON atpodmu aucka 3purenbHoro Hepsa (75%).
KynupoBath BocnajuTe/bHbli NPOLECC MO3BOJUIA TOJIbKO JAJIUTE/NbHAsI CUCTEMHAsH Tepanus ¢ IPUMeHEHHEM
KOPTMKOCTEPUOJOB U MMMYHOCYNPECCUBHbIX MpenaparoB (UMKIOCNOPUH UM MeToTpeKkcaT). Onepauuu no
NOBOJly OCJI0XKHEHHOM KaTapakTbl W/WIM BTOPUYHOI IaykKombl notpe6osanuch 62,5 % GoabHbiM. [Mocae

NPOBEIEHHOrO JleueHus octpoTa 3penus 6oaee 0,2 nocrurnyra B 62,5 % raas.

<> Karuessie caosa: cunipom @orra—Koianaru—Xapaja; yBeuT; 1€TH.

Cunnpom ®orra—Koitanaru—Xapana (PKX) —
TSKEJOE CHUCTEMHOE ayTOUMMYHHoe 3aboJeBaHue
C MopakeHHWeM IJla3, BHYTPEHHEro yXa, KOXKHbIX M0-
KPOBOB W MO3roBbIX 060J104eK. 3aboJieBaHue 1e6I0TH-
pyeT npeumyulecTBeHHO B Bo3pacte oT 20 no 40 Jer,
O/IHAKO UMEIOTCS eIMHHYHbIe MyOJUKALHH O BOZHUK-
HOBeHMHU cCUHJIpoMa y feTelt [1—3, 5,9, 13, 17, 18].

Juarnoctuka u nedenue cunjapoma GKX B reTckom
BO3pacTe TMPEJCTaBJsIeT OnpejaeséHHble TPYJIHOCTH
B CBSI3U C LIMPOKOH BapuabesIbHOCTbIO IJIa3HbIX MPO-
SIBJIEHHH, 4aCTbIM OTCYTCTBHEM MOJHOTO CHMIITOMO-
KoMIljeKca 3aboiepanusi. Kimunuueckue oco6€HHOCTH
¥ BapuaHThl TeueHHust yBenuTa Ha doHe cunapoma KX
y JIeTell MaJjio U3yueHbl, YTO MPUBOJHUT K MO3JHEN ITH-
0JIOTHYECKOU IMarHOCTUKE U HEealeKBATHOU Teparuu
U, KaK CJIeJICTBHE, PA3BUTHIO TSXKEJIbIX OCJOKHEHUH
1 He0OPATHMOMY CHHYKEHHIO 3DUTEJIbHBIX (PYHKIHH.

LEJIb PABOTbI

M3yuenne KAMHUUECKUX TPOSIBJIEHNH U 5D PeKTUB-
HOCTH JiedeHus yBeutoB npu cunapome GKX y nereit
M MOJPOCTKOB, pa3paboTKa ONTHMAaJbHbIX MOAXO10B
K JICUEHHIO OOJIbHBIX C JAHHOH MAaTOJOTHEH.

MATEPUAJIbI N METO/IbI

[Ton Hauum HaGJoleHHeM HaXojauJoch 16 nerteit
(32 GosbHBIX Iy1a3za) ¢ yBUTOM Ha (oHe CHHApPOMA
OKX. Odranbmosioruueckoe oOcae0BaHUe BKJIO-
4aJjo BU3OMETPHIO, GHOMHUKPO- U 0(TaIbMOCKOIHIO,
FOHMOCKOITHIO, TOHOMETPHIO, YJbTpa3BykoBoe A- u B-

ckanuposanue (A/B Scan 835, Hamphrey, CILIA; UD
6000, Tomey, SInonus), peructpaiyio obIIeHd U PUT-
MUUeCKOH 3siekTpopeTnHorpaMmmbl (IPT), saputesbHo-
BbI3BaHHbIX ToTeHnanoB (3BIT), (MBH, Poccus),
no nokasanusim Tonorpaduio (THI-6 M), yabrpassy-
koBylo 6uomukpockonuio (YbM), (UD 6000, Tomey,
SInonus, uacrora natunka 40 MI'n), ontuyeckyio Ko-
repeHTHylo ToMorpacuto (OKT), (Stratus OCT, Zeiss,
['epmanus), daroopecuentnyio anruorpacuio (TRC-
NW 6 SF, I'epmanus). Bcem nauuentam npoejieHO
obllecomaTHyeckoe W HMMYHOJIOTHUECKOEe HccJie-
nosanue. Jlnarnoz cungpoma OKX Obl1 nocrapsien
Ha OCHOBAHWM KOMIJIEKCA IVIa3HbIX U 9KCTPAOKYJIsIP-
HBIX CHMIITOMOB, XapaKTepPHbBIX /151 JaHHOTO 3aboJie-
BaHus [15].

PE3YJILTATDI

Cpeau HabGJo1aBIIMXCS Y HAC TALHEHTOB OblJio 11
(68,8 %) nesouek u 5 (31,1 %) mManbunukos. B 60Jib-
wnHetBe, 12 (75 %), cayuaes cunapom ®KX Bosnuk
y JleTeld C CUJbHOU NMUTMEHTAlUHUeH KOXKHbIX TOKPO-
BOB — JKMTeJiell 10:KHBbIX pernoHoB Poccuu, Asep-
OankaHa, ¥Y3bekucraHa, Kasaxcrana. Bospact
ne6iota 3aboJsieBaHus BapbUpoBas oT 2 jo 16 Jer
(B cpenHem — 8,5 J1€T).

BHersiasHble nposiBJIeHUS, THITMUHBIE /151 CHHJIpOMa
OKX, BoisiBaenbl y 12 (75 %) naunentos. HespoJsioru-
YyeCcKHe CUMIITOMBI B POAPOMAaJIbHOM MEPUOJE B BUJIE
YIOPHBIX T'OJIOBHBIX GOJieH, HETOMOTaHHUs, TOLIHOTHI
B COYETAHUM B OJHOM CJlyyae C COHJIMBOCTBIO W 3a-
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TOPMOXKEHHOCTbIO GblH 0TMeueHbl y 6 (37,5 %) neteil.
JlokasbHOe Toce/eHre BOJIOC W pecHHMIL (MOJHO3HUC)
M oyaropasl JIeMUIMeHTallUs KOXKH Ha JHlle, TYJOBH-
111e, KOHEUHOCTSX (BUTHJNTO) 6e3 KaKoH-1100 Xxapak-
TepHOil JoKasnu3auuu Habuaoaaauck y 10 (62,5 %)
60JbHBIX (puc. | a, 6), U3 HUX Y 3 OTMEUaNoCh TaKKe
BbINajieHHe BOJIOC Ha roJsiose (asoneuust). Kak npasu-
J10 (y 9 u3 10 mauMeHTOB), KO’KHbI€ CHMITTOMBbI MOSIBH-
Jich nocJie 3a6oJseBanus rias (B cpoku ot 1 mecsua
1o | roma), U JulIb B OAHOM CJIyyae MOJMO3UC U BHU-
TUJIMIO MpeallecTBoBasn 1e6oTy yBeuta. [Ipu sTom
nonblil cunapom OKX nadaonancay 4 (25 %) nerei,
nenoanblit — y 8 (50 %), Bepositubiii — y 4 (25 %).

Bo Bcex cayuasix pa3BuJicst IByXCTOPOHHUH MaHy-
BEUT C MPaKTHYECKH OAHOBPEMEHHBbIM, CHMMETpPHY-
HBIM M, KakK MPaBUJI0, TSKEJTBIM MOparKeHneM 060MX
rnas. ¥ 6obwnnetsa geteli (11, 68,8 %) saGonesanue
BO3HHUKJIO 6€3 KaKoi-1160 BUAMMON MPUUUHBL, Y O —
MaHU(EeCTUPOBAJO NOcJ/Ie NepeHeCeHHOro rpumna uim
OP3, y onHoro 13 HUX Ha OHE OCTATOUHBIX SIBJIEHUH
OPBMU 6bisia npoBejiena npo6a Maury.

YBeuT OblJl BbISIBJEH MPU MOSBJIEHUN TIEPBbIX CHM-
NTOMOB 3a60JieBaHusl I1a3a ToNbKO B 6 (37,5 %) cay-
yasix, B 7 — cHadaJia OblJ TOCTABJIEH IHATHO3 KKOH'b-
IOHKTUBUT», B 2 — NPUUYUHON 0OpallleHHst K OKYJIHUCTY
CTaJI0 3aMeYeHHOE POJIUTEJNAMU CHHUXKEHHE 3pPeHHs,
B OJIHOM — peOeHOK HamnpaBJeH K Oo(pTajbMOJOTry
nocJie TOSIBJEHHS THIMHYHBIX KOXKHBIX CHMIITOMOB.
JlauTtenbHoCTh 3ab0JieBaHUsl HA MOMEHT oOpallleHus
B HHCTHTYT BapbUpoBaJia oT 2 Mec. 10 9 JieT, B 00JIb-
muHCTBe cjyuaeB (13 mauueHTOB) He MpeBbllias
onHoro roza. Caeayet oTMeTHTb, 4To cuHapoM PKX
M0 MECTY »KMTeJbCTBA OblJ1 AMaTHOCTHPOBAH TOJbKO
y ABYX JIeTEeH.

BbipaKeHHOCTb M COOTHOLLIEHHE CUMITOMOB Tle-
peHero M 3ajHero yBeuTa B MepHoj nebioTa Bocmna-
JIUTEJIBHOTO TMpolecca BapbUpoBaju. B 60JblIMH-
cTBe cayyaeB (12; 75 %), OTMeYaJIuCh 3HAYUTEJIbHbIE
M3MEHEeHUsI M 3aJHero M MepejHero oTpe3ka ryasa.
Y 4 nauueHTtoB npeoGJiagau CUMITOMBI HeHpPOXo-
pPUOPETHHUTA, & UPUAOLMKJIUT OblJ JIEFKUM HJIH CPejl-
Hel TSKeCTH. YCTaHOBJIEHO, UTO Y JIeTel C TAKENBIM
nopakeHueM repejiHero oTpeska rsasa 3aboJieBa-
HHMe BO3HUKJIO B OoJiee paHHEM BO3pacTe (B CpeHEM
7,3 u 12,3 net coorBeTcTBeHHO). CJlelyeT OTMETHUTD,
4TO y 2 maiMeHToB ¢ npeobJsajaHueM HEHpPOXOpHO-
peTHHHUTA B JasibHelilieM, Ha (OHE PeLUIUBOB YBeU-
Ta, HabJ/I0aN0Ch HapacTaHWe TSXKEeCTH M3MeHeHHH
CO CTOPOHbI MepeIHero 0Tpe3Ka riasa.

Wput nporekas ocTpo, ¢ yMepeHHOH HHBEKIIH-
el ryiasHoro s16J10Ka, HHTEHCUBHON «3aIl0TeJIOCTbIO»
SHJ0TENNs, POPMUPOBAHUEM MHOXKECTBEHHbBIX, KakK
NpaBUJ0, KPYMHbIX CEPOBATBIX UJIH XKEJITOBATHIX Mpe-
uunuTatoB (puc. 2 a). Kpome toro, HabJionanack KJje-

TOYHAS PeaKIlUs Pa3JHUHON BbIPAYKEHHOCTH, B OJTHOM
c/lydae — 3IKCCYAAT B HUXKHEM OTJeJie nepejHed Ka-
MepHl.

B ocTpom nepuose oTmMeuasach CTyIEBAHHOCTb PH-
CyHKa 1 0TEK paaykku. O6pa3oBaHue THITUUHBIX JIJIS
cungpoma @KX y3esikoB B pajiykKe BbIsIBJEHO TOJNBKO
Y OJIHOTO MAalMEeHTa, OHAKO B OOJIbLIMHCTBE CJIyvaeB
HabJoanach eé nuddysHas HHPUIBTPUPOBAHHOCTD
Y YTOJILLEHHE, YTO MOATBepKAeHO npu Y BM (puc. 2 0)
M B XOJI€ JIa3ePHbIX U XUPYPrUUECKUX BMELIATENbCTB.
Tskémoe Bocnasienue ¢ BbIpa)KeHHOH IKCCylALlHEH,
UHUABTPALMEl M  MAaJONOABUAKHOCTBIO PalyKKH
NMPUBOJUJIO K ObICTPOMY (DOPMHPOBAHHIO KPYTOBBIX
3aJHUX M MJIOCKOCTHBIX MPHUJIOXPYCTAJTUKOBBIX CHHE-
XUH U MPEXPYCTaIUKOBBIX (PUOPO3HBIX MEMOpaH, BO3-
HUKLIMX IPU NEPBUYHON aTake yBeuTtay 12 60JbHbBIX,
npu 000CTPEHUAX BOCMAJHUTEJNBHOTO Mpollecca —
eute y 2 (puc. 3).

Mamenbuenne nepeaHell kamepbl Ha0J1101aJ10Ch
y 9 nauueHToB, 4yTo 6b110 00yCa0BJAEHO POpMHUpPOBA-
HHEM OpraHM4YecKoro 3paukoBoro 6J10Ka U MJIOCKOCT-
HbIX cpauleHuit. [1pu aTom vaule (6 60JbHBIX) TPOUC-
XOAMJIO CMeLLeHHE BIlepe]l BCeH HPUA0XPYCTAJNHKOBOH
auadparmel, pexe (3 naiMeHTa) — KapTHHA THIUY-
Horo «6ombarka» pajyKkKu. ¥ 2 naiueHToB (4 riasa)
cchopMupoBauch Mepudepruueckre nepejHne CHHe-
XUH.

L{ukauT nposiBJsi/cs sKccyaaluel B CTEKJIOBU/L-
HOe TeJio, MHTEHCHBHOCTb KOTOPOH BapbHpoBaJa
OT YyMEPEHHOH KJIETOYHOHU B3BECH 10 MACCUBHOI O Bbl-
norta, 3aTpyaHsBIIero opraibMockonuto. Ha onnom
rjaasy npu yJabTPasByKOBOM HMCCJEe0BAHUU BbIsIBJIE-
Ha OTCJIONKA 1lMJAHapHoro Teja. B cBsizu ¢ uamene-
HUSIMU MIepeIHEro oTpe3Ka riasa U CTeKJOBHUHOIO
TeJsia npu 0OpalleHud B MHCTUTYT 0(hTaabMOCKOMHS
Obljla BO3MOXKHA TOJLKO y 12 60/bHBIX, B psijie Cay-
yaeB uepes ryctoi dJep, YTo 3aTPyAHIJIO0 MOCTAHOB-
Ky iuaruosa cunapoma @KX. Y 4 naiuenTos jeranu
rJ1a3HOTO JIHA CTaJIU JIOCTYITHbl OCMOTPY TOJIBKO M0~
cJie onepatiuu (yaajeHue npexpycTannKoBOn MaéH-
KM, 9KCTPAKIHsl OCJ0KHEHHON KaTapaKThl C nepej-
Hel BUTPIKTOMUEH).

B ocTpom neprose 3a6osieBaHusi OTMeUAJUCh THTIE-
peMusi, MPOMUHEHLHs, HEUETKOCTb IPaHUIL U paCUIU-
penue cocynoB JI3H, a Takxke oTék ceTyaTku B 06Ja-
CTH 3aJIHEro noJitoca. XapakTepHas /15 YBEUTOB MpH
cunapome OKX ceposHasi oTc/oiika ceTuaTKu HAOJ10 -
Jlajiacb HAaMU Ha 0OOUX IJlazax y ABYX JeTel. ¥ OfHO-
ro oHa Oblyla MJOCKOH M JIOKAJM30BaJach B LEHTpe
rJ1a3HOTO JHA, Y APYTrOoro — pacrnpocTpaHéHHoH ¢ 3a-
XBaTOM MaKyJsipHOH 30HbI (puc. 4 a, 6, B). [1o nanubim
aHaMHe3a, OTCJOWKa HEHPO3MUTEJUS BbISBJANACH
B OCTpOIi (haze yBeuTa enle y 3 60JbHBIX, T. €. CyMMap-
Ho Ha 10 rnasax (31 %), oqHaKo CyauTh 06 €& UCTHH-
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Puc. 2. Mauunentka K. H., 9 ner. A — ocTpblii yBEUT, MHOXKECTBEHHbIE KPYIMHbIE XKEJITOBATbIE MPEUUNUTATDI, YTOMIEHHE U «OOMOaXK»
panyxku, cpauienue 3pauka. b — kapruna YBM. Panyxka yrodiieHa, uH(puIbTpupoBaHa, 6J1I0KMPYET yroJ nepeaHen Kamepbl

Puc. 3. Mauuent C. [., 14 aer. Banorekyiuii yseur, cpaiueHue
3pauka ¢ BbIBOPOTOM NMUIMEHTHOM KaiiMbl Ha 6—12 yac.,
npexpycranukoBasi puépo3Has mem6paHa

HOH YacToTe He TMPeACTaBJASeTCS BO3MOXKHbBIM B CBS-
3 C MO3JIHEH AIMarHOCTHKON yBenTa y OOJIbLIMHCTBA
netedl. B pannue, 10 2 mecsites, cpoku 3a6oJeBaHus
B LIEHTPE U Ha nepudepur hopMHUPOBAJUCH TUITHUHBIE
nqs yBeuta npu cunapome OI'X mHokecTBeHHbBIE Ge-
Jible WJIM 2KeJITOBATble MeJIKHEe XOPUOUdaJ/bHble o4aru
C UeTKMMM TpaHHllaMH, MoxoxKue Ha ouaru Jlasena-
dykca, Habao1aeMble TPU CHMIATHYECKOH O Tasb-
muu (puc. 5 a). [Tosz:ke Bo Bcex ciyyasix BbISIBJSIJIUCD
noJuMopgHble CcyOpeTHHaNbHblE OTJIOKEHHUS] MHT-
MeHTa pa3JMYHON HHTEHCHBHOCTH U MPOTIKEHHOCTH,
B 12 (37,5 %) cayuasx nabJiofacsi CHMITOM «CBeTa
3aXOJISILEro COJIHLA», BO3HHUKAWOUMHA MpPH aTpodun
MUTMEHTHOTO 3MUTEJUS ceTuaTKu (puc. 5 0).
JInuTenbHOCT  IHHAMHYECKOrO  HaOJI0AeHUS
coCTaBuJ/Ja OT 2 MecsilleB 70 2 JeT (B cpeiHeM —
Il mecsiues). ¥ GoabinHcTBa (15 neTed) oTMeueHbl
000CTpeHUs BocnaJieHusl, KoTopble MpoTeKaJu npeu-
MYIIECTBEHHO MO THUIY UPUAOIHUKJINTA (3aMTOTEJOCTD
SHJIOTEJIUS  POrOBULbI, TPELUITUTAThI, YCHJIEHHE
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Puc. 4. Mauunentka B.3., 15 ner. A — odranbmockonuueckas KaptuHa. PacnpocrpaHénnas skccyaaTvBHasi OTCI0MKA C€TYATKH, 30HbI
JIeNMUrMeHTaluK U OTJI0KEeHHUsl TurMeHTa cyopetnHanbio. B — OKT makysispHoii 3onbl. B — nanHble axorpaduu

>

Puc. 5. Mauuent A.M., 5 net. A — odranbmockonuueckas KaptuHa. Yacruunas atpodusa A3H nocrBocnanureibHOro reHe3a, MHOXe-
CTBEHHbIE MEJIKHE XKEJITOBATbIE XOPHOUATbHbIE OYArd IOKCTANAMMUIISIPHO U B 06/1aCTH 3aJIHETO M0Jioca, B MaKyjle — cyoperu-
HaJlbHasl HeOBacKyJsipHasi MeM6paHa. b — nepudiepus rina3Horo AHa — cMMNTOM «coJiHeyHoro cusinus» . B — OKT makyasipHoii
30HblI, NOATBEPKAIOLIASA HATIHUKE CYOPETHHANLHOI HEOBACKYJISIPHON MeMGPaHbI

KJI€TOUHOH peaklUd U SKCCYyIAllUd B CTEKJOBUIAHOM
TeJe).

Y OOJIbLIMHCTBA NALUEHTOB HA0JII0a/I0Ch PAHHee
pa3BUTHE OCJIOKHEHHI KaK CO CTOPOHbI MepeHero,
Tak W 3ajiHero cermeHra rnasa. Jucrtpodusi porosu-
bl (0T HayaJbHOWM Ha 3 U 9 vacax y numba J0 JieH-
TOBUAHO#H) oTMeuena na 18 (56,3 %) rnasax B nepu-
ol oT 4 mec. nocJe aebioTa yBeuta. ¥ 4 naiueHToB
(6 rnaz) pasBusach HEOBACKYJSPU3ALUSA PaLyKKH.
[TomyTHeHHS1 XpycTauKa pa3aMyHON HHTEHCHBHOCTH
BO3HUKJIM B paHHHE CPOKH (C OJTHOTO Mecsiiia) 3aboie-
Banus B 26 (81 %) cayuaes, npu 3TOM 3HAYUTEbHbIE
MOMYTHEHHUS, CHUKAIOLIHe OCTPOTY 3PEHHST U MPEMSAT-
CTBYIOLLIHE 0(PTaJIbLMOCKONHH, CPOPMUPOBAJUCH Ha 15

(46,9 %) rnasax. B nosioBuHe cayuaes Ha GOHE peLiH-
JIMBOB yBEUTa OTMeYeHO 00pa3oBaHue TsKel pas/iny-
HOM MHTEHCUBHOCTH B CTEKJIOBHIHOM TeJIe.

Y 9 (56 %) naunentos (17, 53 % rnas) passuaach
BTOpUUYHAs ryaykoma. [loBbilieHne BHYyTpuI/Ias-
nHoro nasjenusi (BIJl) 3apeructpupoBaHo B cpoku
ot | 1o 12 mecsiuieB ot Hauana yBeuta. B Gosbiinn-
cTBe cayuaes (13 riag) HabJ01amaCch 3aKPBITOYTOJb-
Hasl rylaykoMa BCJIe[ICTBHE 3HAUUTEJBHOIO YTOJIle-
HUS pajy»KKH, MJIOCKOCTHBIX HPULOXPYCTaJHKOBBIX
cpallleHu# U 3paukoBoro 6Jioka, pexe (4 cayuas) yroJ
nepenteil kamepbl (YI1K) 6b1s1 OTKPBIT U MOBbILLIEHHE
BI', BeposiTHO, 3TO OblJIO CBSI3aHO C MOCTBOCHAJIHU-
TeJIbHbIMU H3MeHEHU MU TpabeKysipHOH 30HbI.
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Puc. 6. Maumnent B. A., 12 nert. [Mopoctpbiii yBeut. A — odraibmockonuyeckasi KapruHa. OTioxeH1e NUrMeHTa B MakyJie, MeJKue XeJ-
TOBaTble XOPUOUJAJIbHbIE OUArH IOKCTANanULISPHO U B obaactu 3aaHero noatoca. b — ®AI, nosnnsis dasa, npokpaiunBaHue

tkanu JI3H, diroopecuenuus nedeKToB NUrMEHTHOTO 3NUTEIUSI U XOPHMOUJANBHBIX 0YAroB

Yacrtuunas atpodus JI3H BocnanutebHOro u/uim
IJIayKOMHOTO reHe3a Bo3HHKaa Ha 24 (75 %) riasax.
Y oHOro nauueHTa Ha (oHe PelUIMBOB YBEHUTa uepes
15 mecsiLeB oT HauaJia 3a0oJieBaHUsI HA OOOUX [Ja3ax
oTMeuaJsioch pa3BuTHe HeoBackysspusaunu JII3H u ku-
CTOBHIHOTO MaKyJisipHOro 0TéKa. B onHoM caydae, uepes
15 mec. nocaie fe6rora yBeuta, chopMupoBalach cyope-
THHAJIbHAS HEOBACKYJIipHAsi MeMOpaHa (puc. 5 a, B).

[Ipu ynbrpasBykoBom uccaenoanuu (Y3M) B ak-
TUBHOM IEPHOJIe YBEUTA BO BCEX CJYUAsX OTMEUaNUCh
npomunentus JISH (no 1,2 Mm) uyToJiiieHHe BHYTPEH-
HUX 060J10UeK 171a3a Ha PoHe HOPMOTOHHUH, YTO OTpa-
’KaJ10 HaJlMune XOpPUOUIUTA U ManuJauTa. ¥ naliueHT-
KM C pacrnpoCTpaHEHHOHN 3KCCYAaTUBHOH OTCJIOHNKOW
ceTyaTKu oHa 3apeructpupoBana u npu Y3W. [Tocse
KyMUpPOBaHHUsI CUMIITOMOB HEHPOXOPHUOPETHHHUTA TOJI-
LIIMHA BHYTPEHHUX 060J104eK Obljla B HOPME U MTPOMMU-
nenuus JISH ne Buisirsisiiack. Habatonanucs, nomytHe-
HUS CTEKJIOBUHOTO TeJsa pa3/MyHOi HHTEHCUBHOCTH,
UTO TO3BOJISIJIO OLEHUTh €0 COCTOSTHUE NP HAJHUYNH
NJIOTHOM MPeXPyCTaNUKOBOH MJIEHKH U 3HAYUTEJIbHbBIX
NMOMYTHEHHH XpycTaJjuKa, B OIHOM CJiydae BbIsBJEHA
3aJIHs151 OTCJIOMKA CTEKJIOBUIHOTO TeJIa.

[Ipu YBM B ocTpom nepuose yBeuta (4 rsaza) xa-
paKTepHbIM CUMIITOMOM ObIJIO YTOJILLEHHE PayKHOH
o6oJiouku. Ha done tepanuu (6 rnas) tonuniuna pa-
JIy?KKH yMeHbllaJach, B 2 cjyyasix oOHapyKeHbl KH-
CThI LIMJIHAPHOTO TeJIa.

Mamenenus o6ieit Pl B ocTpom nepuojie yBeuta
BbISIBJICHBI TOJILKO B 1BYX M3 10 (20 %) ciyuaes u 6blau
Ha ry1a3ax ¢ pacnpoCcTPaHEHHON OTCJAONKON CeTUaTKH,

rjle 0TMeYaJoCh CHUKEHHE aMIJIUTYIHBIX MoKa3are-
Jell M yJJIMHeHHe BpeMeHHW MpOBeJeHHsT UMIyJbca.
B xponuueckoil ctanuu 3aboseBaHusl cyOHOpPMaJIbHble
WJIM 3HAUUTEJIbHO CHUKEHHbIe MTOKa3aTeJu PerucTpHu-
posasiack uaiie (12 us 14, 87 %), 4T0 CBUAETEILCTBY-
eT O MPOrpeccrupylolleM NopazKeHUH HapyKHbIX CJI0€B
CeTYaTKH.

Ha ®AD B akTHBHOM Mepuojie YBEHUTA BbIsIBJIEHDI
runepguoopecuenuunss JISH u toueunsie nporeka-
HMsl KpacuTeJssi Ha ypOBHE MUIMEHTHOrO SMUTEJHS,
UTO OTparkaJio HaJWuue ManuJJuTa U XOPUOMIHUTA,
B M0jI0CTpoOil hasze oTMeuasioch npokpatupanue JI3H
¥ XOpHOUAJbHBIX ouaros (puc. 6 a, 6).

HLA TtunupoBanue mnpoBeaeHO O MNalHEeHTaM.
Y Bcex BoigpJsien anturen HLA DRBI, no pnannbim
MHOTOUYHMCJIEHHBIX HCCJIeI0OBAaHUH, XapaKTepHbIi, /s
cunapoma PKX, a rakxke anturen HLA A2, gacro
BCTpeyatounics B NonyJsiiuu.

Ananus nedenns 10 o6pallleHuss B HHCTUTYT MOKa-
3aJi, uto 10 naiyeHTam npoBoinach TOJbKO MeCTHas
NMPOTUBOBOCHAJNUTEbHAS Tepanus (KOPTHKOCTEPOU-
Jlbl, HECTEpOMJIHble MPOTHUBOBOCHAJNUTEJNbHbIE TMpe-
napatbl). OHAKO MOCJe OKOHUAHUST Kypca JeueHHs
ObICTPO BO3HMKaJKM o6ocTpeHus yBeuta (10 6 pas
B rof). YeTbipeM 60JbHBIM KOPTHKOCTEPOHUIbI ObLIH
Ha3HaueHbl BHYTpb B TeueHue |—3 mecsiues. IBym
JEeTsIM TMpOBeJeHa MyJbC-Tepanus METHNPEIOM HJH
JleKCaMeTa30HoM (OIHOMY — HM30JIMPOBAHHO, IPYTro-
My — C MOCJIeIyIOLIUM MPUEMOM Tpernapara B TeueHue
2 nesenb). CucremHoe JeyeHue Obl10 3PPEKTUBHBIM,
OJIHAKO TIOCJIe €ero 3aBeplleHHs (D jeTell) oTMeueH
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Tabauya 1
Xupypruyeckue BMeIIaTe/IbCTBA, BbINOJIHEHHbIE MAIEHTAM ¢ YBEHTOM, ACCOIMHPOBAHHBIM ¢ cuuapoMoM Porra—Koiianarn—Xapana
Yucso onepauui
Xupypruyeckue BMelIaTe/bCTBa
10 MECTY 2KUTEJILCTBA B MHUN I'b
WAI' — nasepHast HpUAOTOMHS 4 -
Xupypruyeckast HpUIASKTOMHS U CHHEXHOTOMUS 3 4
DucTynusupyloLire runoTeH3UBHbIE BMELLATEbCTBA 1 )
Kpuonekcenst smapHoro reJia 2 -
DKCTpaKLUs 0CN0KHEHHOI KaTapaKThbl ¢ epeiHel BUTPIKTOMHEH 1 13
Bcero 11 22

peuuauB BocnaJauTesbHoro npouecca. Caenyet noj-
UEPKHYTb, YTO OTCYTCTBHE CBOEBPEMEHHOH AMAarHo-
CTUKH yBeUTa NnpuBesio 6oJsiee, UeM B MOJOBUHE CJly-
yaes (y 10 mauneHToB) K no3aHemMy (B cpoku ot 1 mec.
10 3 JieT nocJie aebioTa 3abosieBaHus) Hauaay NpoTH-
BOBOCIAJIUTEJbHOH TepanuH.

AxTuBHbIH yBenT npu obpamenun 8 MHWUU T'b
Habatonancs y 14 nereii. [1pu neyenun Bocnanuresn-
HOTo rpolecca nocJe THATeNbHOr0 00CaeI0BaHUS
CHCTEMHO Ha3HauaJu KOPTHKOCTEPOHJIbl (MPeaHH30-
JIOH, MeTHrpe) B 103e 0,2—1 MI/Kr B CyTKH B 3aBUCH-
MOCTH OT Tsi2KeCTH 3a6osieBanusl. MecTHO MpuMeHsiin
MHCTHJLISILIUA  KOPTUKOCTEPOUJIOB M HECTEPOUIHbIX
MPOTHBOBOCMAJIMUTEJbHBIX MPernapaToB, CyOKOHBIOH-
KTHBAJbHblEe W MEPUOKYJISIPHbIE HHBEKIIMH KOPTHKO-
cTepousioB. Tepanusi no3poJina 106UTHCS KYTHPOBaA-
HMSI AKTUBHOT'O YBEUTa y BCEX MAllUEHTOB, MPH 3TOM
JOCTUIHYTO TIpUJIEraHHe 3IKCCYJAaTHUBHOH OTCJIOHKH
CeTUaTKH, yMeHbLIEHHEe TOJILUIMHbBI pajyKKH, HCUe3-
HOBEHHEe M3MEHEHHH CO CTOPOHbBI KOKHBIX MOKPOBOB.
Onnako B 12 u3 14 (87,5 %) cayyaes na6.io0aauch
no6ouHble peakiinu (cunapom Kyuinura, nosbileHue
apTepUaJibHOrO JaBJIeHUs], THITEPTPUXO03), YTO TpeHOo-
BaJI0 CHUXKEHHUSI 103bl KOPTUKOCTEPOUI0B. B KauecTBe
npenapaTos, MO3BOJSIOUIUX YMEHbUIUTh «CTEPOUJL-
HYI0O Harpy3ky», y 8 JieTell HCMoJib30BaJJu IHKJIO-
crnopul (3—5 Mr/Kr B CyTKH), y 2 — MeTOTpeKcaT
(0,25 mr/xr B Heneqo). CrieyeT OTMETHTD, UTO TPH
MOMNbITKE H30JHPOBAHHOTO TPUMEHEHHUS LHKJOCMO-
puHa (y 2 nauueHTOB) aKTUBHOCTb BOCHAJUTENLHOTO
npoilecca coxpaHsjach M 6blaa KymMpoBaHa TOJbKO
npu po6aBJieHMH KopTHKocTepouaoB. Ha done npu-
MeHEeHHUs LUKJIOCTOPHHA y OJHOTO MallueHTa HabJio-
J1aJ10Ch MOBbILLIEHHE YPOBHSI KpEaTHHUHA B CbIBOPOTKE
KPOBH, KOTOPBIH HOPMAJM30BaJICs MOCJE CHUXKEHHUS
103bl penapata. OnuH peGeHoK, MoJyyaBILIHi MeTO-
TpeKcart, NpebsBJIsi KaJo0bl Ha C1a60CTh U TOLIHO-
Ty, OJIHAKO NPUMEHeHHe npenapata OblJI0 MPOLOJIKE-
Ho. Kom6unupoBanuasi Tepanusi gaja BO3MOXKHOCTb
J00UTbCs cTabUIM3allMK BOCMAJUTEBHOrO Npolecca
y BCeX NalHeHTOB U, MOCTENEHHO CHUKAS 103y KOPTH-
KOCTEPOM/I0B, 10100paTh NOJAepKUBAlOLLEE JeyeHHe,

He BbI3blBatolllee CepbE3HbIX 0CJ0KHEHUH (MPeHU30-
a0t 0,1—0,3 Mr/Kr B KOMGMHALHHU C LIHKJOCTIOPHHOM
3—4 wmr/kr). Heo6X01MMO OTMETHTh, YTO CHCTEMHAs
Teparnusi MpoBOAMIaCh HAMH JUIUTELHO (10 2 JeT —
CPOK Ha0JIt0IeH 1), TaK KaK IPH MOTbITKE €€ a/ibHel-
11ero yMmeHblleHHs HaGJIOAAMUCh JIerKhe MPU3HAKH
AaKTMBM3allMK BOCMAJUTEJBHOIO MTpoliecca.
Onepauuu Mo MoBOLY OCJOKHEHHOH KaTapakTbl
/M1 BTOPUYHOR I1ayKOMbI TIPOBEJEHbI [10 MECTY XK H-
tesbeta u/uan B MHUM TB 10 (62,5 %) 60/1bHBIM
na 16 (50 %) rnasax (33 BMewatesnbeTsa), (taba. 1).
Hau6osbl1ee unc/io onepauuii BLIMOJHEHO HA TJia-
3axX ¢ BTOPUYHOM ryaykoMoi. CiiesryeT OTMETUTb, UTO
KOMOMHHpOBAHHAsi THMOTEeH3WBHas Tepanus (Geta-
aapeHo0JIOKaTOPbl, HMHIUOUTOPbI KapOOaHTHPa3bl)
Obli1a sthdexTusHa ToabKo Ha 2 u3 17 (11,8 %) ras,
a Hopmasuzauusi BIJl nactynuna snuuib B ciyuasix
OTKpPBITOrO yria nepeaneil Kamepbl. MAT-nazephbie
UPUJIKTOMUU He obecrnieunBajini cHuxkenue BIJI
M BOCCTAHOBJIEHHE TMepeHell KaMmepbl BCJEICTBHE
ObICTPOro 3apacTaHusl OTBEPCTHH B yTOJILLEHHON pa-
ny»xke. HanpoTus, noBTOpHbIe MPOLIEAYypPbl MPUBOIHU-
JIM K pyOlleBaHUIO B 3a/IHEl KaMepe ¢ pa3BUTHEM HJIH
MPOrpeccupoBaHUEM MJIOCKOCTHBIX CpaleHUI.
BobinosiHeHne Xupypruyeckoil MPUAIKTOMUHM U CH-
HEXMOTOMHH B O U3 7 c/aydaeB Takxke Oblio HeaPdek-
TUBHBIM. JIMlLIb Ha 2 ry1a3ax B pesyJbTaTe 6a3ajbHOU
MPUIIKTOMUH, CHHEXHOTOMMHU U ylaJeHHs rpexpycra-
JIMKOBOH TJIEHKM HaM yJaJoch J0OHTbCS BOCCTAHOB-
JieHUs1 TyOUHbI TlepeHell KaMepbl U HOpMaJu3alluu
BI'JI. Wpujouukaoperpakiiysi, cjiejaHHas Mo me-
CTY XKUTEJbCTBA HA OJHOM Iv1a3y, Obly1a 3¢deKTHBHA
TOJIKO B TeyeHHe 2 MecseB. TpaOeKyJ9KTOMUIO Je-
JIaJId TPU HAJIMUUHU OTKPBITOTO YIJia epeiHel KamMmephbl
(3 onepaiuu). OnHAKO HA OJHOM IJ1a3y HEKOMIleHCa-
uust BI'JI nactynuna yepes 4 mec., uto norpe6oBaJjio
MOBTOPHOI0 BMelllaTe JibeTBa, Ha aApyrom — BIJ] kom-
MeHCUPOBAHO B cpoK HabJoneHus | r. 5 mec. Ha 8 ruia-
3ax croilkoil Hopmasuzauuu BIJL ynanock n1o6uThes
nocJ/e JICHCIKTOMUH C TepeiHell BUTPIKTOMHUeH. B 2
cayyasix yeped 1—4 mecsia nocJje 3Toi onepauu,
HECMOTPS HAa BOCCTAHOBJICHHE aHATOMHYECKHUX B3au-
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MOOTHOLLUEHHH B MepejiHell Kamepe, MpOoU30LLJIo MOo-
Boiienne BIJI, oGycsoBseHnHoe npetpabekyssipHOH
1 TpabeKyasipHoi OJIOKaLO0M, B CBSI3H C YeM MpoBejie-
Ha TpabeKyJIKTOMUS C THMOTEH3UBHBIM 3(hdeKTom
B cpokH HabstoneHus 2 mec. u 1 1. 2 mec. Ha 3 rnazax
BBHITTOJIHEHA 3KCTPAKIUA OCJOKHEHHONH KaTapaKThl
U MepejiHssi BATPIKTOMHUS Ha oHe HopMOoTOHHUU. [To-
cJieornepalHOHHbBIN TTEPHOJ BO BCEX CAydasiX MPoTeKaJ
6e3 cepbE3HbIX OCJI0KHEHHUH.

Ha momenT o6pautenuss B MHWUUW I'b octpora 3pe-
nus nuxke 0,05 6bi1a B 14 (43,7 %), 0,056—0,19 — B 5
(15,6 %), 0,2—0,4 — B 6 (18,8 %), 0,5—1,0 — B 7
(21,9 %) ranas. Tlocae npoBeAEHHOrO MeIMKAMEHTO3-
HOTO M XHPYPrUUECKOTO JIeueHHs1 OHa MoBbicHach B 20
(62,5 %) cayuasnx u ne uamenunacs — B 10 (31,3 %)
1 OblJ1a K KOHILY epronia HabstoneHust menee 0,05 B 7
(21,9 %), 0,05—0,19 — B 5 (15,6 %), 0,2—0,4 — B 8
(25 %), 0,56—1,0 — B 12 (37,5 %) ranas. OCHOBHLIMH
NPUUHHAMM CHHXKEHUs! 3peHHs1 OblIM KaTapakTa, MocT-
BOCMaJIMTeJIbHAs U TJIayKOMHasi OmnTHYecKasi HeHpo-
NaTusl, peiKOo — KHUCTOBUAHbIH MaKYJsSPHbIA OTEK
v cyOpeTuHaJJbHasi MakyJsipHas HeoBacKyJspHas
memOpana. CJjelyeT OTMETHTb, YTO 3HAUUTEJbHOE
(nu2ke 0,05) HeoGpaTHMOE CHUKEHHE OCTPOTHI 3PEHHUS
Ha6J110/12J10Ch TOJBLKO Y IeTel, N03/IHO 06pPaTUBILINXCS
B MHWMU I'b (uepes 4 u 9 siet nocJe ne6iota yseura)
M HealeKBAaTHO JIEYEHHbIX [0 MECTY KUTEJbCTBA.

OBCY)XXAEHNE

Cunnpom OKX — OTHOCHTEJIBHO pejiIKoe CHCTEeM-
Hoe 3aboJieBaHue, MPOTeKalollee C TSKENBIM Moparke-
HHUEM IJ1a3. YBEUTbI, aCCOLIMHPOBAHHbIE C CHHIPOMOM
®KX, cocrapasiior ot 1 10 10 % B cTpyKType yBEHTOB
y B3pOCJIbIX, HauboJiee 4acTo BCTPeUasicb CpPeJind »KH-
TeJiell SIMoHMH, BOCTOUHOH U IOro-BOCTOUYHOH A3uu,
banxuero Bocroka, Mnnnn, Mekcukn u bBpasguauu.
O reHeTHueCKOH MPeaApPaCcHoOKEHHOCTH K PA3BUTHIO
3a00JieBaHUsl, KPOME TOr0, CBUJIETELCTBYIOT Pe3yJlb-
TaTbl MHOTOUHCJ/IEHHBIX UCCJIeI0BAaHUH 00 accolMaliuu
cunapoma PKX ¢ anTureHamu 2-ro kJjacca ryiaBHOro
KOMIIJIeKCa T’MCTOCOBMECTUMOCTH, MPEUMYLLECTBEHHO
HLA DRBI u HLA DR4, a takxke GoJiee yacToe ero
BO3HUKHOBEHHE Y JIM1L JKEHCKOT0 110J1a, YTO TaKKe Ha-
6J110/12J10Ch HAMHU MPHU 1eO10Te 3a00/1€BaHUS B IETCKOM
Bospacre [4, 7, 11, 12, 14, 16].

Kinnuueckue u sKcriepuMeHTa bHbIE HCCJIEI0Ba-
HUS I0Ka3bIBAIOT Ay TOUMMYHHY10 PUPOLY CHHAPOMA
OKX, npu 3TOM «MHUILIEHBIO» SBJSIOTCS aHTUTEHHbIE
KOMITOHEHTHI MeJIAHOLUTOB (THPO3UHA3a UJIU ACCOLLU-
MPOBAHHBIH MPOTEUH), YTO 0ObSICHSIET YaCTOE Pa3BHU-
THe 3a00JIeBAaHUS y 3HAUUTEbHO MTUTMEHTHPOBAHHbIX
aui [20].

Cunppom OKX pasBuBaeTcsi mpeuMyllecTBEHHO
B Bo3pacte 20—40 siet, a y ieTeil BCTpeuaeTcst OueHb

peNKO: B JIUTEpaType onucaHo Julib 128 cayyaes jae-
610Ta 3a6oJeBaHus B Bogpacte Mmaajiiie 16 jet. KoJiu-
4eCTBO MalMeHToB, HAOII0laeMbIX OTAEJIbHBIMU aBTO-
pamu, Bapbupyet oT 1 10 22, a 0c0O6eHHOCTH CUHpOMA
OKXy netefi ocTaroTcs MaJoOH3yueHHBIMH.

[IpoBenénublii Hamu aHanusa 16 ciayuaeB ¢ pa3Bu-
THEeM 3a00JieBaHUs B JIETCKOM BO3pacTe BBISIBUJI PSiJT
OTJIMUMH B €ro TeueHWH. YCTAHOBJIEHO, UTO MOJIHbIH
cunapom PKX BeTpeuaerTcss OTHOCHTENIBHO PeIKO
(25 % cayuyaes) 3a cueT MeHblUei 4acTOThl (HJIH Bbl-
paXkeHHOCTH) HEBPOJOTMYECKHX CHMIITOMOB B MpO-
apomaabHoii dase sabosesanns (37,5 %), KoTopble
HabJI0/1a/INCh HAMHU TOJIbLKO MPU BOSHUKHOBEHHWH CHH-
J1poma B BospacTe 12 siet u crapuie.

Y neteit, oco6eHHO Npu paHHeM jie6ioTe 3a60JeBa-
HUsl, OTMeueHa 6oJiblliasi TKeCTh BOBJI€UEHHS B BOC-
naJIMTe/IbHBIH Mpollece MepejiHero cerMeHTa rJ/1a3a
M0 CpaBHEHUIO CO B3POCJ/bIMU NauueHTamu. [1pu stom
(hopMHUpPOBaHHUS THITHUHBIX Y3€JIKOB B PaJly?KKe Mpak-
THUYECKH He HabJiofasoch, a OblIO XapaKTepHo eé
I dysHoe yToJllieHne BCAeJACTBHE OTEKA U MH(DUIIb-
Tpauuu. CjeacTBUEM TSKENOTO YBEUTa CO CKJIOHHO-
CThIO K MJIACTUUECKHM MPOLeccam B IETCKOM Bo3pac-
Te OblLI0 ObICTPOe HOPMUPOBAHHME KPYTOBBIX 3aHUX
M TJIOCKOCTHBIX CHHEXHH W MPeXPYCTaJHKOBBLIX (DU-
O6po3HbIX MeMOpaH, a TakyKe MOMYTHEHUH B CTEKJIO-
BUJIHOM TeJie, YTO 3aTPY/HSJI0 HJIH JIes1a/10 HEBO3MOXK-
HbIM O(TAJbMOCKOMNHIO M BbISIBJEHHE XapaKTEPHBIX
cunapoma OKX namenenuii rmasHoro jaHa.

YuuTbIBas HHU3KYI0 4YacTOTy HEBPOJOTHUECKHX
CUMIITOMOB, a Tak)Xe BO3HHKHOBEHHE THMITHUHBIX W3-
MeHEHHH KOXKH U BOJIOC, TIPHUUEM, KaK MPaBHJIO, T03Ke
pPasBUTHS yBeUTa, UYPE3BbIYAKHO BaKHBIM SIBJISIETCS
TUIATeJbHbIH aHAJM3 KIHHUUECKONH KapTHHBI OpaxKe-
HHUS IJ1a3 C BbIIeJICHHEM MPU3HAKOB, XapaKTePHbIX /151
cunapoma PKX. I'lpu sToM nomumo KianHuYecKoro 06-
CJIeJIOBAHUSI BaXKHYIO POJIb MIPatOT UHCTPYyMEHTaJb-
Hble MeTojbl inardoctukn — Y3W, YBM, a B cayuasix
noctatouHoit npodpaunoctu cpen — OKT u GATL

CuoeicTBHEM TSIXKENOTO MAHYBEUTA IBUJIUCH BbICO-
Kasi yactoTa, ObICTPOE pa3BUTHE U LUMPOKHUH CIEKTp
ocqoxkuenuit. [Ipu stom wactora riaykombl (53 %)
u katapakThl (81 %)y seTeil 3HaUNTEILHO NpPeBbIIaeT
TakoBylo y B3pocabix [8,10,11,16,18], uto, BeposiTHO,
CBSI3aHO C OoJiee TAKEJNbIM MMOpPaKEHHEM MepeiHero
cermenTa ryiaza. Cepb&3HbIM OCJI0KHEHUEM SIBJISIETCS
passuthe yactuuHoi arpodun JI3H (24, 75 %) nocae
nepeHecEéHHOTo ManuJanTa, pexe HabMIOIAI0TCS KU-
CTOBHUJIHbIH MaKyJsipHbIH OTEK U OpMUpPOBaHUE CY-
OpeTHHaJJbHONH HEOBACKYJISIPHOU MeMOpaHbl.

B Teuenun yBeuta npu cunapome PKX npuns-
TO BbIIEJIATH HECKOJbKO (ha3: ocmpas — aKTUBHBIN
YBEHUT C KCCYJLaTUBHON OTCJIOMKON ceTyaTKH; 861300-
pOBACHUA — NPUJETaHUE OTCJONUKH HEUPOSNUTEJIHUS,
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(hopMUpPOBaHHE THIHYHBIX MUIMEHTHBIX M aTpouye-
CKMX 0YaroB Ha IJIa3HOM JIHE; XpOHUYecKasi peyuou-
supyroujas — 060CTpPeHHe BOCHAJNUTEJNLHOrO Mpo-
1ecca MPEeMMYIECTBEHHO CO CTOPOHBI MEPeIHEro,
pexke — 3ajiHero cermenra rnasa [6,11]. O6uapyxe-
HO, YTO TPH paHHEM HauaJie JieUeHUsl B OCTPOH hase
B JlaJibHeHeM pellAMBUpYIOLIlee TeueHHe YBeUTa Ha-
6.a101aeTesa 3HauuTe 1bHO pexke [3]. Onnako y 2/3 Ha-
6J110/1aeMbIX HAMU leTell yBeUT OblJl BbISIBJEH MO3/HO,
4TO, MO-BUAMMOMY, SIBUJIOCH OIHUM U3 (haKTOPOB XPO-
HHM3alMKU U 000CTPEHUI BOCMANUTEJNBHOIO Mpouecca
y 60JIbLIUHCTBA OOJIbHbIX.

[Ipenaparamu BbIGOpa MpH Je4yeHUH YBEUTOB, ac-
counupoBaHHbix ¢ cuHapomom PKX, no Hacrosiie-
ro BpPeMeHHM OCTalOTCsl KOPTHUKOCTepoubl. B cBsizu
C TSKEJTBIM TeUeHHEM JIByXCTOPOHHEro MaHyBeuTa
B JIETCKOM BO3pacTe, Hapsily ¢ MECTHbIM MpUMeHe-
HHUeM, UX B OOJIbILIMHCTBE CJAydaeB MPUXOAMTCS Ha-
3HayaTb CUCTEMHO, a /103a, HeoOXoAuMast 1Jisl JOCTH-
JKEHHsT TeparneBTHYECKOro 3¢dekTa, MOxKeT ObITh
BBICOKOH. YUHUTbIBasl pa3BuTHe MOoGOUHBIX 3hdeKTOB
KOPTHKOCTEPOUJIOB, 1leJecoobpasdHa uX KOMOHHAIUS
C JIPyTMMH HMMYHOCYNPECCHBHBIMU [penapaTami,
B MepBYyI0 ouepesb — C 1uKJIocnopuHom A. Bmecre
C TeM, cJyuyau aKTUBU3alLUKU BOCHAJUTEJNbHOIO Mpo-
1ecca ¥ MJjoxod nepeHoCUHMOCTH KOMOUHHUPOBAHHOTO
JledyeHust oOycJaBJAUMBalOT HEOOXOAUMOCTb JaJibHel-
1Iero Moucka OonTuMaJ/bHOH Tepanuu. [lepcnekTus-
HBIMH PECTABJSIOTCS MOMBITKH UCITOJb30BAHUS /151
JIeueHUsl YBEUTOB, ACCOLMHPOBAHHBIX C CHHAPOMOM
@OKX, HOBOrO KJacca JieKapCTBEHHBIX CPEJICTB —
reHHO-HHKeHEePHbIX OHoJIorHYecKuX npenapatos [19].
Bornpoc 0 AJHTeNBHOCTH JIeYeHHSsT U CHUKEHUU J103bl
npenapara JIoJiKeH peliatbesi HHIMBHAYaJJ bHO B 3a-
BUCHMOCTH OT TeueHHUsl 3a0oJieBaHUs, NMPU ITOM pe-
3yJIbTAThl HALIIMX UCCJIEIOBAHUI U JJaHHBIE JIHTEPATY-
pbl CBUJETEJ/LCTBYIOT O HEOOXOAUMOCTH IJUTEbHOH
(He MeHee 9—12 MecsilieB) CUCTEMHOMN TeparnuH.

B cBs3u ¢ 6oJiee yacTbIM pa3BUTHEM OCJOKHEHUH
HeOOXOIUMOCTD B HX XMPYPTHUECKOM JIEUECHUHN Y IeTeH
BO3HUKAET yallle, yeM y B3pocJbiX. Onepauuu no no-
BOJY IJIAyKOMbl M/HJIM KaTapakThl NPOBeJIeHbl HAMM
y 10 (62,5 %) nauneHToB. YCTaHOBJIEHO, YTO MPH TIpe-
oGJiafatoledt popme rJayKoMbl — 3aKPbITOYTOJbHOH
BeJsencteue 6sokaabl YIIK yrosuieHHbIM KOpHEM pa-
NY»KKH 1 pOpPMHUPOBAHHUST OPTaHHUYECKOTO 3pauKOBOT0O
U UPUJ0XPYCTANUKOBOTO 6J0Ka — oTnepaliueli Bbibopa
SIBJISIETCS JIEHCOKTOMHUS C Mepe/iHell BUTPIKTOMHUEH.

Ananua mokasas, uTo (PYHKUIHOHAJbHbBIE HCXOJIb
YBEUTOB, acCcollMnpoBaHHbIX ¢ cuHjapomom OKX, y ne-
Tel HECKOJIbKO HUXKE, UeM Y B3POCJIbIX, UTO 00YCJ/I0BJIe-
HO GoJiee TSKEJIBIM TedeHHeM BOCTAJIUTEbHOTIO Mpo-
1iecca, 4yaCThbiM Pa3BUTHEM OCJIOKHEHHUH, a TAKKe B psijie
CJyYaeB M03JIHel JIHarHOCTHKOK M HAauaJloM Teparuu.

BbiBO/ibl

1. ¥YBeutnl, accouuupoBaHtbie ¢ cunapomom PKX,
B JIETCKOM BO3pacTe BCTPEYAIOTCs Pe/IKO, NPOTeKa-
10T TsizkeJ10, ¢ OoJiee BblpaKeHHbIM, YeM y B3poc-
JIbIX BOCMAJUTEJbHbIM TPOLECCOM CO CTOPOHBI
nepejHero cermenta ryasa. [Ipu sTom nabstonaet-
csl ObICTPOE PAa3BUTHE LUMPOKOrO CIEKTPa OCJI0XK-
HeHUH; HauboJiee 4acTo KaTapakKThl, BCTpeUyaJlach
rjaaykoma v yactuunas atpogus JI3H.

2. PaHHsAsl 1MarHOCTHKA, aKTHBHAsi MeMKaMEHTO3HAas!
Teparnusi ¢ IJINTEJbHbIM CUCTEMHBIM TPUMEHEHHEM
KOPTHKOCTEPOUI0B H UMMYHOCYIIPECCHBHbIX Tpe-
naparoB, i depeHIIHpOBaHHAS TAKTHKA JIeUEeHHS
OCJIO’KHEHHH TO3BOJISIIOT COXPAHUTb 3pUTEJbHbIE
(byHKIHK y GOJIbITUHCTBA MallMeHTOB.
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Csedenus 06 asmopax:

CLINICAL FINDINGS AND TREATMENT RESULTS
IN THE VOGT-KOYANAGI-HARADA SYNDROME
ASSOCIATED UVEITIS IN CHILDREN

Katargina L. A., Denisova E. V.,
Starikova A. V., Gvozdyk N. A.

<> Summary. Clinical findings and treatment
results of 16 children with Vogt-Koyanagi-Harada
syndrome associated uveitis, with age of onset from
2 to 16 years, were investigated. In all cases, there
was a severe panuveitis which was more pronounced
than in adults’ anterior segment involvement. The
characteristic signs were: diffuse iris thickening
at the acute disease stage, rapid development of
complications, most frequently of iris-lens adhesions
and pupillary membranes (87.5 %), cataract (81 %),
glaucoma (predominantly angle-closure glaucoma,
53 %), partial optic nerve atrophy (75 %). Only
long-term steroid treatment, in combination with
immunosuppressive medications (cyclosporine or
methotrexate) controlled the inflammation. Surgery
for glaucoma and/or complicated cataract was
performed in 62.5 % of patients. Visual acuity of
more than 0.2 was achieved in 62.5 % of eyes.

<> Key words:
uveitis; children.
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