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C.C. XXunuHa, E.E. CupopeHko, B.A. BenbueHkKo

N.C. Fonosanes, T.U. Mewepsakora, O.B. Knumuyk

Hay4Ho-npakTMyeckui LeHTp MEAULIMHCKOM NOMOLUM AETSIM C MOPOKAMMU PA3BUTHUS

yepenHo-n1uesor obnacTn U Bpo

€HHbIMM 3a60N1eBaHMIMU HEPBHOM cucTeMbl, . Mockea

OkynouepeGpokymannblii cungpom [cuxgpoM Jlennemana)

J. Delleman u coaer. B 1981 r. Bnepeble onucanu y AByx poaHbIX 6parbeB oKynouepe6pokyTaHHbiv cuHgpom (OLLKC) —
CMHAPOM OpPGUTANBHOI KUCTbI, aHOdTANLMA UNU MUKpPOodTaAnNbMa, 3NMGYNLEAPHBIX AEPMOUAOE, TMMOMNIA3UN KOXN

B cOYeTaHUMU ¢ aHomanusimm mosra. Oculocerebrocutaneous syndrome (OCCS) — peakoe reHeTuueckoe 3a6onesanme

¢ yacroToii Bctpeuaemoctu 1:500 Tbic. HOBOpOXXAEeHHbIX. HeBponoruueckue HapyLueHUs pasHOO6pPa3HbI U 06y CNOBIEHbI
HONIMYMEM Y NALMEHT NOPOKOB PA3BUTUS MO3ra: rugpouedanum, areHe3mm Mo30JIUCTOro Tend, FMMonaasum
MO3)XeuKd, AUCNAA3UM KOPbl 60sbLUMX NONYLIAPUIA.

BonpmmHCcTBO ciiygaeB 3a00JieBaHUS
cnopaguyeckoe. B omHOM ciygae y 6a-
OyIIKM MO MATepPUHCKOW JUHUU ObLIT
OIKMCaH OJHOCTOPOHHUI BPOXKICHHbII
a"HodTaabM. B npyrom ciaydyae B pono-
CJIOBHOM y TBOIOPOIHOTO Oparta ImpodaH-
Jla Oblja BBISIBJIEHA OpOMTaIbHAas KUCTa,
a y MaTepu — JBYCTOPOHHSISI KojloOoMma.
B onucanusx mpeobnamaroT MaJbuMKU.
ITopoku pa3BuTHS 4Yallle BCTPEYAIOTCSI
Ha JIeBoi1 ctopoHe (2:1).

U. Moog 1 coaBT. COOOIINUIN O TTalu-
€HTe C IBYCTOPOHHUM aHOMTAJIBMOM M
OpOUTAIbHBIMU KUCTAMU, TUIIAYHBIM
MopakeHMeM KOXU U KOMILIEKCOM II0-
POKOB pPa3BUTHUsI TOJOBHOTO MO3ra c
pacuieanHoi ryosl U Heba. PebeHok
yMmep B Bo3pacte 10 Mec M3-3a TSKeJIbIX
TTOPOKOB Pa3BUTHUSI TOJOBHOI'O MO3ra.
B 1997 1. U. Moog 1 coaBT. COOOIIIMIIN O
TpeX HOBBIX CIIOPAAUYECKUX CIydasx U
MIPOAaHAJIU3UPOBAIN KIMHUYECKUE OCO-
OEHHOCTM 23 paHee ONMMCAHHBIX OOJb-
HBIX. ¥ BCeX MAIlMEeHTOB OBLIM OOHAapYy-
KEHBI OopOUTajmbHasg KHCTa, MHUKpPOQ-
TaJlbM, BEHTPUKYJIOMETaIUs U JIMTIOMA-
T03 KoxXu. Kpome Toro, y nByX U3 Tpex
OOJIbHBIX AMArHOCTUPOBAHbI aHOMAJIUU
Hennu-Yokepa M y4yacTKU TUMMOILIa3UU
KOXU. Y 24 u3 26 manreHTOB ObUIN BbBI-
SIBJICHBI KOJOOOMBI. DNUOYIHOApHBIC
JepMouibl onucansl y 24 nuu. Y 21 ma-
LIMEeHTA BBISIBJICHBI YYaCTKHU arlIa3uu KO-
KU. 3aperucTpupoBaHO OOJbIIOE pa3-
HO00Opa3ue MOPOKOB Pa3BUTHSI TOJIOBHO-
ro Mosra. ¥ 17 nauueHToB crapiie 6 Mec
Ha MOMEHT OTIMCAaHUSI OTMEYeHa 3a/Iep-
XKKa TICUXOMOTOPHOTO Pa3BUTHUSI U Y
13 —3acukcupoBaHa U3MEHEHHasI JIeK-
TposHILEedamorpaMma. ABTOPHI Clejiann
BBIBOJI, YTO TpHaja IJIa3HbIX, KOXHBIX 1
1epeOpaIbHbIX TIPOSIBICHUI 00s13aTe b-
Ha TIpM YCTAHOBJICHWM IMArHO3a CUH-
npoma Jemnemana (C).

L. Leichtman u coaBT. u B. Angle,
J. Hersh onucanu nereii ¢ 6oJiee TsKe-
Joit popmoit CII, KOTOPHIN codeTacs ¢
paciieHoi Tyosl 1 He6a. S. McCan-
dless, N. Robin mpencTaBmiIM TSKETBI
OCCS B coueTaHUM C KOCBIMU pacIIie-
JIMHAMU JIN1Ia, aHOMAaJIUSIMU TTI03BOHOY -
HUKa U AedeKTaMU MeXKeTyI0YKOBOM
MEePEropoIKH.

U. Moog 1 coaBT. IpoaHaau31upoBa-
JIN pe3yJbTaThl CKAHMPOBAHUS TOJIOB-
HOI'0 MO3Ta M KJIMHUYECKHNE OMUCAHUSI
JIByX BHOBb BbISIBJIEHHBIX U JAEBSITU pa-
Hee 3aperiuCTPUPOBAHHBIX OOJBHBIX C
OCCS. B 8 u3 11 ciryuaeB O6bL1a 0OHaApPY-
JKeHa accouMalusl IIOPOKOB pPa3BUTHUS
TOJIOBHOTO MO3Ta, COCTosIIast u3 hpoH-
TaJbHOM MOJMMUKPOTMPUU U TEPUBEH-
TPUKYJISIDHOW Y3JI0BOW TE€TEPOTOIHUMU,
yBeJIMUEHUST OOKOBBIX KEJIYZOYKOB
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wiu rujpouedannn, areHe3uu MO30-
JIUCTOTO Tejia (MHOTAa B COYETAaHUU C
MEXTIOJIYIIAPHOUW KHUCTOW), MOPOKOB
pa3BUTHUSI POMOOBUAHOTO MO3Ta, TH-
MOTJIa3UM MOJYLIapuil MoO3Xeuka u
peTpouepedesUIipHON KUCTBI. Y Tpex
OCTaJIbHbIX MAlMEHTOB ObUIM TMOA00-
HbIE, HO MEHEeEe TSDKEJIble MMOPOKU pas-
BUTUSI MIEPEAHETO MO3ra 1 0e3 BoBJieye-
HUsI B MaTOJOIMYECKUIA CIIEKTP POMOO-
BUIHOTO MO3Ta. ABTOPbI TTPEATOIOXKM-
JIU, 4TO MOpaxkeHue POMOOBUIHOTO
MO3Ta SIBJISIETCS TMAaTOTHOMOHUYHBIM
npusHakoM i1 OCCS. OToT nmpusHak
MOXKET OBITh MCIIOJIb30BaH i1 Audde-
peHuuanbHoi auarHoctuku OCCS c
JPYTUMM CUHAPOMAaMHU, COYETAIOIIU-
MUCS C TIONOOHBIMM AHOMAJIMSIMU Tie-
peaHero Mosra.

BoBneueHue B mMaToaoruyecKuii mpo-
1IeCC KOXU — 3TO 00s13aTebHBIN MPU3-
Hak CJI. Y Bcex 00JIbHBIX 3ahUKCUPOBa-
Hbl TIOpaKeHUSI KOXU B BUAE YYaCTKOB
TUTIOTJIA3U U, THE3IHOM aJloneluu, aep-
MOUJIHbIE KUCTbI UJIM BBIPOCTHI B 00Js1ac-
TU OpOUT, oyaroBasi TUIO- WU THUIIEP-
MUTMEHTAIUST KOXU.

OnucaHHbIe TOPOKU (DOPMUPYIOTCSI
B pes3yjbTaTe HapylleHUs] pPaHHEero
9MOpPUOHAJIBLHOTO pa3BUTUS. MHUK-
podTanbM U opOUTaNbHbIE KMCTBI —
5TO pe3yJbTaT HEMOJHOTO 3aKPbITUS
3apOJbIIIEeBOM 1eu Ha 5-6-if Hemese
BHYTPUYTPOOHOTO pa3BUTHUS ¢ (HOPMU-
pOBaHUEM KHUCTBHI U3 HEMpOpEeTUHATb-
HOW TKaHW M BBIXOJAOM €€ uepe3 Je-
dexT B opoUTy. AreHe3UsT MO30JIMCTO-
ro Teja paccMaTpuBaeTcs KakK Hapy-
meHue (GopMUpoOBaHUSI KOMUCCYPaAJTb-
HBIX BOJIOKOH.

Huxe npuBoaum Hallle OMucaHue
ciygag CJI y maumeHTKHN K.

Pebenoxk (meBouka) poamiaach y 310-
pOBOIi MaTepu, OT TpeTbeil OGepeMeH-
HOCTHU, MpoTeKaBlleil 6e3 ocobeHHOC-
Teil, OT BTOPBIX (DU3UOJOTUUYHBIX POIOB
(B 40 Henmenp). IIpu poxmeHUM Macca
tena 2900 1, nmuHa 47 cm. Otenr u 6paT
mpobaH/a 3M0POBHI.

C poxneHust peOCHOK HaOII0Ia/ICS B
HUWW rnasHbix 0one3Heit um. lenb-
MTOJIbIIa C IMArHO30M: JIMIIOIEPMOW/I
BEPXHET0 BeKa MpaBoTo Iiaza, TpOiiHOe
paciieruieHre Tap3yca BEpXHEro Beka,
mpoJaric cBoja jeBoro rnasa. B HIILL
MEIUIIMHCKON MOMOIIM HETSIM TOCTY-
nuja B BO3pacTe 5 Mec ¢ KIMHUYECKUM
JMarHO30M: OCTeohUT MeauaibHOM
CTEHKHM JICBOM TJIA3HMIIBI, JTUIIOAEPMO-
WJI BEpXHEro BeKa IpaBoro rjia3a, MHO-
JKECTBEHHBIC aHOMAJIMM Pa3BUTHS Jie-
BOTO TJla3a, JIECBOCTOPOHHUI MUKPOD-
TaJIbM.

DeHOTUNHYECKHE OCOOEHHOCTH: acCUM-
METpHUS Yeperna, BRICOKMIA 100, Tumepre-
JIOPU3M, SMUKAHT; JIEBbIA [JIa3 — TUIIO-
1a3ust OpOUTHI, SKTPOMUOH, MUKPOGD-
TajlbM, KOJIOOOMa BEpXHETro BeKa, IUC-
IUTa31sI HIDKHETO BeKa, YaCTUYHAsI aruia-
31sI M TUCTOITMST PECHUIL; IPAaBbIi TJ1a3 —
aMMOYILO0ApHBIN JEPMOUI, CKIEPOKOP-
Hea; MaJIeHbKMI HOC, LIMPOKasi CIIMHKA
HOCa, TUIOCKOE MepeHOChe, BHICOKOE He-
00, MaJIcHbKME NUCIIACTUYHbBIC YIIHbIE
PaKOBMHBI, aria3usi KOXW BOJOCHUCTOM
YacTU TOJIOBBI M OdYaroBasl ayJomelus
(puc. 1). OrcraBaHue B IICUXOMOTOPHOM
pa3BUTUU peOeHKa OTMEUYEHO He ObLIO.

OS — koxa HOpMaJIbHOUW OKpacKH.
ITonoxeHne BeK: BHIBOPOT, CMBbIKAHUE
MOJIHOE, PECHUYHBIA Kpaili WU3MEHEH,
pPOCT pPECHUIl HOpMasbHbI. HUXHss
clie3Hass TOYKa BbIpaxkeHa, cie3Has
TOYKA BEPXHEro BeKa OTCYTCTBYeT. Bbi-
NIEJIEHUE U3 CJIIE3HOU TOYKHU IPU Majb-
nmauuu obJIaCTU CJIE3HOTO MelllKa HeT.
ITonoxeHue riaazHoro s10J10Ka B OpOU-
Te: MaToJOrMYeCcKoe CMelleHue BHU3,
MOJBUXHOCTb TJlaza OTCYTCTBYeT. Ko-
HBIOHKTUBA 0JieIHO-pO30Basi, TOHKas,
riaankasi, OjecTsiiasi, OTHEJSIEMOro
HeT. AuddepeHuupyercs cyoarpopud-
HO€ TJ1a3Hoe s1010K0. [Iydxe examue
OINTUYECKUEe cpelbl He nuddepeHiu-
pytotcd. [lmazHoe nHO He T hepeHIIN-
pyercs.

Komnbioreprnasi Tomorpacdusi gepemna,
IJIA3HBIX OPOMT M TOJIOBHOTO MO3ra: B Jie-
BOI OpOUTE BBISIBJISIETCSI 00BEMHOE 00-
pa3oBaHuWe KOCTHOW IJOTHOCTH, Jlie-
¢opmupyoniee riazHoe s106J0KO; MOM

Puc. 1. BonbHas . B Bo3pacre 5 mec ¢ C1

OD: anubynbbapHbii aepMoua, cknepokopHed; OS: runonnasus opbuTsl, SKTPOMMOH, MUKPOGTANbM, AUCTNA3MS BEPXHETO M HUXHETO BEKa
C YOCTUYHOM ANNa3MeN M AUCTONMEM PecHML (a); yHacTKM rMRONNa3umM KOXM M NOKANbHOM anoneuuu (6).

IIpn odranbMONIOrHYECKOM OCMOTpE:
Vis: OD — ¢puxkcupyert, caieaut; OS — pro-
ectia incertae. Dev=0 no Iupibepry. OD
— KOXa BEK HOPMaJIbHOI OKpacKu, I10-
JIOKEHME BEK IIpaBWIbHOE, CMBIKAHUE
TMIOJIHOE, PECHUYHBIA Kpali HE U3MEHEH,
POCT pecHUIl MpaBuIbHBINA. Cre3HbIe
TOYKHM BBIPaXEHBI, BBIICICHUN U3 Clle3-
HBIX TOYEK IIpU HajbHaluu 00JIacTu
cne3Horo Mmeinka Het. IlojoxeHue r1a3-
HOTO 510J10Ka B OpOMTE TTpaBUIbHOE, IO/~
BWXKHOCTD IJ1a3a akTuBHAas. KOHBIOHKTH-
Ba OJIeAHO-pO30Basi, TOHKAas, IJIaaKasl,
Osiectsiiiasi, otnesnsieMoro Hetr. OTMeva-
€TCsl JIMITOAEPMOU KOHBIOHKTUBEI C Jia-
TepanbHOI cTopoHkI (1-2 cM). PoroBuiia
cpemHeil BeMIWYMHBI, IIpo3padyHa, cde-
pUYHA, 3epKabHa, BBICOKOUYBCTBUTEIb-
Ha, COCYIBl OTCYTCTBYIOT. ¥ TMMOAIbHOI
30HBI OTMEYAIOTCSI JIOKAJbHBIE YYaCTKU
MHTPACTPOMaJIbHbIX HOMYyTHeHuii. Ile-
pemHsIsI KaMepa cpeaHell ryOuHbBI, Biara
ee mpo3pauHa. Pamyxka cTpykTypHa, B
1IBETe M PUCYHKE HE M3MEHEHa. 3pavyoK
OKPYTJIOil (hopMbI, TIpsiMasi peaxiiusi Ha
cBeT xuBas. [J1yOxxe jexariue onTuyec-
KKe cpeabl Ipo3padyHbl. [1azHoe mHO:
JIMICK 3pUTEIHLHOIO HepBa OJIeIHO-PO30-
BBI, TPAaHUIIBI Y€TKHE, pedIeKchl MaKy-
JIIPHO# 30HBI coxpaHeHbl. CocyIbl B X0-
Jie ¥ kanuope He udmeHeHsl. [lepudepust
0e3 BUIUMOI MaTOJIOTUM.

BEPXHEU TMPSIMONM MBILILEN OMNpeneisi-
eTcsl KHUCTO3HOe 00pa3oBaHUe, TaKXkKe
nedgopmupyloliee Tia3; B JOOHO-BU-
COUYHOU 00JlacTU JIeBOrO MOJYIIaApUU
KOHEUHOTO MO3ra BBISIBJISIETCS] OOLINP-
Has o0yiacTh gucrupuu (puc. 2-4).

VnbTpa3BykoBoe HCCJe0BAHHE Opra-
HOB OPIOIITHO MOJIOCTH: O€3 0COOEHHOC-
TEM.

Dxokapauorpadus: OTKPHITOS OBaIb-
HOE€ OKHO 2 MM, I'pyOble reMOAuHaMMU-
YyecKMe HapyllleHUs He BbISIBJICHBI.

Taxkum obpa3om, mocje NpoBeaeHHO-
ro obcienoBaHusl, aHanau3a (eHoTuna
U JAHHBIX TUTEPATYPbl ObLT YCTAHOBJIEH
JIMarHo3: OKYJI011epeOPOKYTaHHBI I
cunapom, wiu CJI.

VY Hameil maluMeHTKU BbISBICHbI TH-
nuuHble XapakTepuctukn OCCS, omnm-
canHoro J. Delleman u coasrt. B 1981 r.:
BPOXJIEHHAsT OpOUTalbHASI KUCTa, Jie-
BOCTOPOHHUY MUKpPO(TAIbM, KaTapak-
Ta, 9KTPOMMUOH, 3MUOYJIbOApHBIE Aep-
MOUJbI, arjia3usi KOXU BOJOCUCTOM
YacTU TOJIOBBI M OvaroBas ajornerus,
MOPOKY Pa3BUTUSI TOJIOBHOTO MO3Ta.

Ilpy mepBUYHOI TrocmUTAIM3ALUUN
MPOBEJCHO OTlepaTUBHOE JiIeUeHUE —
ynajeHue octeoduTa JeBO OPOUTHI.

Bo Bpems MOBTOPHOW TOCIUTAIM-
3auMu (B Bo3pacTe 9 Mec) mpoBeneH
BTOpPOI 3Tan OMNepaTUBHOTO JIEUEHUS:
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CumnTombl 3Hauumocts | Yacrora, % | Maumentka K.
Cynoporu BbICOKOS 81 -
3apepXKKa MHTENNEKTYanbHOro PasBUTHS T0 X€ 81 -
Kucra op6utsi " 78 +
Atpodus koxu/aHeTopepmus " 84 a
Jlunopepmong " 97 +
MopaHuedanus, kucta mosra/o6onouek " 78 -
PacwmpeHue xenyaoukos/ruapouedanus " 45 -
Annasus/runonnasus, AUCNNA3NS MO3XKEYKa/4epBs cpepHss 30 -
Annasus/runonnasus Mo3onucToro Tena T0 Xe 45 -
Cnactuyeckas nnerus/napes " 21 -
YepenHo-mo3roas rpbixa " 21 -
Makpouedanus/meranouedpanus " 27 -
Acummetpus yepena/ckadouedanus " 48 +
CkpbiTas paclienvHa cBoaa yepena " 66 -
Bicokuii 106 " 21 a
AcummeTpus NULLA/aCMMMETPUYHBIA NNaY " 48 -
Tvneprenopusm " 30 +
Kono6oma Bek " 57 +
MukpokopHes/mukpoaHodranbm/¢pTus " 66 +
Kono6oma/nceBgokono6oma Kpbina Beka " 18 -
PacwenuHa He6a/a3bluka " 15 -
MpeHaransHas runonnasus " 30 -
AcuMmmeTprYHaS rpyAHAs KNeTka " 24 -
OuaroBasi FMNONUrMEHTALMS KOXM/BUTHANTO " 45 -
ToueuHble aedeKTbl KOXU " 69 +
Anoneuus " 24 ef
KoprtukanbHas atpodus He onpefenexHa 9 +
Hedexr ckanbna T0 Xe 12 +
3anaBlume BUCOYHbIE 06naCTH/y3KMii 106 " 12 -
NUKaHT " 9 +
MomyTHeHue poroeuubl/aHomanus Metepca " 6 +
Ckneponoao6Has/BACKYNM3MPOBAHHAS POrOBULIC " 6 +
Karapakra " 6 +
Kono6oma rnasHoro axa " 3 -
Atpodus/runonnasus spuTenLHOro Hepea " 9 +
Tvnonnasus/aucnnasus XXenToro NaTHa " 3 +
ManeHbkuii HOc/B3fepHYTbIA HOC " 12 +
Lnpokas cnMHKa Hoca/nepeHocbe " 12 +
Mnockoe/3anasiuee nepeHocbe " 2] +
AnuHHbIA GuUnbTp " 9 -
PacwenuHa BepxHei ry6bl 6okoBas " 9 -
Bricokoe He6o " 12 +
ManeHbkue ylHbIE PAKOBUHbI " 6 +
Mpoune aucnnasum ywHbIX PAKOBUH " 15 +
Arpe3susi/cTeHO3 CyXOBbIX NPOXOAO0B " 6 -
Fnyxota/Tyroyxoctb nio6oro Tuna " 3 -
HedekTbl cepaeyHoii neperopoaku " 3 -
Kucrbl noyek " 3 -
TMnonnasus nonosoro uneHa " 9 -
Kpuntopxusm " 48 -
Hauuzm " 12 -
Kopotkas wes " 6 -
Annasus yactu pe6ep/11 nap pebep " 15 -
CuHocto3 pebep " 24 -
Ckonunos " 6 -
OvyaroBas rUNEPRMIMEHTALUS KOXU " 6 -

300pOB'S ATHN

MDKAUCLUNNIHAPHI MPOBJIEMW « Ornaf

OD — ncceueHune TunmoaepMonia KOHb-
IOHKTUMBBI, TJIACTUKA CJIE3HOM KeJie3Hhl;
OS — ¢opmupoBaHue KOHBIOHKTHBBI
BEpXHEro cBOAa OPOUTHI, ILIACTUKA
BEPXHETO BeKa.

ITaTorucroyiornyeckoe HccCleI0BaHUE
ONePaNMOHHOT0 MaTepuaa;: JTNnopuopo-
MaTO3 KOHBIOHKTHUBLI.

Bo3MmoxHbIe TUIIOTE3bI IIPUYUHBI BO3-
AuKHOBeHUs CJI emie oOcyxXmaioTcd B
HaydyHOM Mupe. bonbimHCcTBO 3aperuc-
TPUPOBAHHBIX CJIydyaeB HOCSIT CITOpaIu-
yeckuil xapaktep. HemoctatouHo wusy-
YEHHbIE 3TUOJIOTUS U MTaTOreHe3 JaHHOTO
CUHAPOMA 3aTPYIHAIOT MEIUKO-TECHETH-
YecKoe KOHCYJIBTUPOBAHUE CYIpPYKec-
kux map. ITo maruemm L. Al-Gazali, xpo-
MOCOMHBIM aHaJIu3 ObLT HOPMaJbHBIM
B 8 u3 9 cimyyaes OLIKC.

DTUOJOTUYECKHUE OCHOBBI ITOTO 3a-
0oJieBaHUSI MOTYT OBITh OTHECEHBI K CO-
MaTUYECKOMY MO3auIIM3MY, UTO SIBJISICT-
cs1 HanboJjiee pacIpoCcTpaHEHHOM TUITO-
Te30ii. BrosiHe BO3MOXHO, 4TO COCTOSI-
HYE MOXKET OBITh Pe3yJIbTATOM IIPOsIBJIE-
HUSI ayTOCOMHO-JIOMMHAHTHOTO T'eéHa C
HU3KOM IIEHETPAHTHOCTBbIO M pa3jinuy-
HOI 3KCIIPECCUBHOCTBIO, XOTSI HE MCK-
JIIOYEHO, YTO OONBIIMHCTBO CIIy4aeB

Puc. 2. KomnbioTepHas Tomorpamma yepena
6onbHoii K. B BO3pacre 5 mec:
octeoduT B 061aCTH NIEBOV OP6UTDI

Puc. 3. KomnblotepHas Tomorpamma rinasHbix
op6ur 6onbHoii K. B Bo3pacre 5 mec.
0S: ocTeopuT rnasHuLbl, peTpobynbbapHas
KUCTA, AUCOKALMSA Fa3HOro 6510Ka,
MuKpodTanbM

b

Puc. 4. KomnbloTepHas TOMOrpamma rofioBHOro
moz3ra 6onbHoi K. B BO3pacte 5 mec:
AUCMNA3MS NIEBOTO NONyLIapus

—o—

CBSI3aHO C TIOSIBJIEHMEM MyTaluu de no-
vVO. AyTOCOMHO-PELIECCUBHBIN TUM Ha-
CJIeIOBaHUS TaKXKe HeJb3sl UCKJIIOUNT,
XOTSI HY OJJHOTO COOOIIECHMS O KPOBHOM
POACTBE pOAUTEJICH W MOBTOPEHUS 3a-
0oseBaHUS Y cMOCOB He ObLTO. 3a60e-
BaHMe HAOII0JaeTCs y JIUIL 000€eTO IT0J1a,
YTO MCKJIIOYAET BO3MOXHOCTh X-CIEI-
JICHHOTO HacJieIOBaHUSI.

B Ttabnuiue npuBeaeHbl (HEHOTUIIM-
YyecKue INMPU3HAKMU, BBISIBJICHHBIC Yy Ta-
mueHTku K., B cpaBHEHUM ¢ IPUBOIM-
MBIMHM B JIUTEpaTtype y 35 ONMCaHHBIX
OOJIBHBIX.

IpoaHanu3upoBaB JaHHBIC TaOJIM-
LIbI, C BBICOKOI BEPOSITHOCTHIO MOXHO
nymath 0 CJI 1pu yCJIOBUM BBISBIICHUS
TpeX OCHOBHBIX ITPU3HAKOB: XapaKTep-
HbIE TOpaXkKeHUsI 1J1a3, TOJJIOBHOTO MO3Ta
u koxu. [Ipuuem opOuTanbHbIE KUCTHI
BCTpeualorcs B 78% ciaydaes, TAmonep-
Mouasl — B 97% ciydaeB, aTpoduuec-
KHE U3MEHEHUsT KoxXu — B 84% ciyya-
€B, a MOpAHIIedaTns U KUCTHI TOJJIOBHO-
ro Mo3ra — B 78% ciyuaeB. [TopaxkeHue
rjia3 ObIBaeT Kak OJHOCTOPOHHUM, TakK
U ABYCTOPOHHUM. OpOUTaIbHBIE KUCThI
MOTYT OBITh TOCTATOYHO OOJIBIIUX pa3-
MepoB. JIMmmogepMouabl BBISIBISIIOT Ha
JI1Ie, HO Yallle BCEero OHW pacroJara-
IOTCSI B TIEpHMOPOUTATBHONW 0O0JIaCTH.
Hetn ¢ OUKC MoryT oTcTaBaTh B IICH-
XOMOTOPHOM pPa3BUTHUU, TaKXKe MOTYT
OTMeYaThCs Cyaoporu. B Halem cirydae
y MalMEeHTKU He ObLJI0 OTMEYEHO OTCTa-
BaHME B IICUXOMOTOPHOM pPa3BUTHUU.

JnddepeHINaNTbHBIIN TNATHO3 CACAY-
eT MPOBOAUTH C BHUEe(aTOKpaHUOKY-
TaHHBIM JIUTIOMAaTO30M, TIPU KOTOPOM
HE BCTPEUYAIOTCSI OPOUTAIbHBIE KUCTHI U
nucrupus. JlomomHuteabHbIe (PEeHOTH-
mueckne Tpu3Hakn OCCS cxoxm ¢
MPOSIBJIEHUSIMUA CUHIApOMOB [onbaeHxa-
pa u Tonbpna, 9To paHee OBUIO OTMEUEHO
B nmyosnukanusx J. Delleman, J. Oorthuys
u L. Al-Gazali. Tem He MeHee PU CUH-
npome TonpoeHxapa XapaKTepHBIMU
MMpU3HAKaMM SBIISIIOTCS STMOYIb0ap-
HBII 1EPMOU/I, KOXKHBIE BEIPOCTHI B TIpe-
aypUKYJISIpHON 00JIAaCTU U aHOMAaJIUs
pa3BUTHS MO3BOHOUYHMKA. [Topoku pas-
BUTHSI TOJIOBHOTO MO3ra IIpU CUHAPOME
TonpaeHxapa OTCYTCTBYIOT. JIJIst CHUHIPO-
Ma lomblia xapakTepeH X-CUETICHHBIN
JIOMWHAHTHBIM TUI HacJIeqOBaHUS, TO
€CTb JAaHHBIM CHHAPOM BBISIBIISIETCS
TOJIBKO y JEBOYEK, TaK KaK MaJlbYUKU
norudaroT BHYTPUYTpoOHO. JljisT CUH-
npoma Josblla XxapakKTepHBI MUKPOD-
TaJlbM, KOJIOOOMA, odaroBas aTpodus
KOXWU C BBIOYXaHWEM KJIETIaTKH 1 ITOPO-
KA pa3BUTHUSI KoHewyHocTteil. CremoBa-
TEJbHO, IIJII TOTO YTOOBI TOYHO JMar-
HocTupoBaTh CJI HEOOXOAUMO TILATEIb-
HOE€ MOCHCTEMHOE OO0CJieloBaHUE pe-
OeHKa ¢ MCITOIb30BaHUEM KIMHUIECKUX
U HEWpoDU3MOIOTNIECKNX METOI0B
HCCIICIOBAHUS.

B nutepatype npuBoasITCSI AAaHHBIE 00
OIIEPAaTUBHOM JICUEHUU OPOMUTAJIbHOI
KUCTBI. EC/IM B CBSI3U ¢ TSKECThIO HEB-
POJIOTMYECKUX PACCTPOICTB XUPYPru-
YyecKoe JIeYeHWE IPOTUBOMOKA3aHO, TO
BO3MOXXHO TPUMEHEHUE CKIIEPO3UPYIO-
LIKUX TIPErNapaToB (3TaHOJAMUIA OJieaT).

B mporpammax peabuiautanuu 3TUX
IMalMEeHTOB HEOOXOAMMO YIacTHE IIeI1 -
aTpoB, O(TaJIbMOJIOTOB, HEBPOJIOTOB,
TICUXO0JIOTOB C IIEJIbIO YIYJIIeHUsS Ka-
YecTBa XU3HU U COLIMAbHO-TIearoT-
YECKOU ajanTaluuu.
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