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Mo3nHAA AUArHOCTHKA CHHAPOMA «[1BOHHOM KOPbI»
y 36-neTHen NALUMEHTKH C Pe3UCTEHTHbIMMU
ATOHMYECKHMM npucTynamm

Tlookopkosas namunapras cemepomonust (CUHOPOM «OBOIHOLL KOPbL») S613eMCcs OPPAHHBIM 3a001€6aHUEM, €20 YACMOMA 6 NONYAAUUL COCMAB-
sasem 1 na 200 muic. Hpuuuna 3abonesanus — mymauus eena DCX (cunonumor: DBCN, XLIS) na xpomocome Xq22.3-q23. Tun nacaedosanus —
X-cuennennviii domunawmubiil. [Ipasuishas ouacnocmurxa mpedyem 8blcOKOU K8ANUDUKAUUU He8PON02A-INUACNMOA02d U PAdU0A02d.
IIpedcmasnen kaunuyeckuil cayuaii no3oHei OUaeHOCMUKU CUHOPOMA «080UHOU KOpbl» Y 36-1emHeil NauyueHmKu ¢ OAUmenbHbIM AHAMHE30M
De3UCMEHMHbIX AMOHUYECKUX NPUCMYNO08 U YMCMEEHHOU OMCMAioCcmblo.
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Subcortical laminar heterotopia (double cortex syndrome) is an orphan disease with an incidence of 1 to 200,000 people in the population. The
cause of the disease is mutation of the gene DCX (synonyms: DBCN, XLIS) in chromosome Xq22.3-q23. The type of inheritance is X-linked
dominant. Correct diagnosis requires a high degree of skills of a neurologist/epileptologist and a radiologist.

The paper describes a clinical case of the late diagnosis of double cortex syndrome in a 36-year-old woman with a long history of resistant aton-
ic seizures and mental retardation.
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Heokoprekc OTHOCUTENIbHO HEIaBHO CTajl YacTbiO KOPBI
TOJJOBHOTO MO3ra. OTa CTPyKTypa XOpoulo u3ydyeHa Ojaromaps
ee YETKOIl OpraHu3aluy B Buae 6 OTHEIbHBIX HEMPOHAIbHBIX
CJIOEB, a TAKXKe M3-3a HApYIIEHUI pa3BUTHSI IIPU HEKOTOPHIX 3a-
0oJieBaHMSIX YesloBeKa. B mocienHue roabl reHeTUYeCKUe MC-
cJIeIoBaHUsl TaKUX 3a00J€BaHUI U U3yYeHHE MBIIIMHBIX MyTa-
LMii, BbI3bIBAIOIIMX JIe(heKThl 00pa30BaHMsI CJIOEB KOpTeKca,
TTO3BOJIVJIU IMPUOJIMZUTHCS K TOHUMaHUIO MOJIEKYJISIPHBIX MeXa-
HU3MOB, TIpeIoTpeAeIsIIoIuX pa3BUuTe HeokopTekca. [Tokasa-
HO, 4TO (popMHMpPOBaHUE KOPHI TOJOBHOTO MO3Ta SIBJISIETCST pe-
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3yJIbTaTOM CEpUU ACMHXPOHHBIX BO BPEMEHM MTPOLIECCOB, KOTO-
pble COCTaBJIIIOT TPU OCHOBHBIE CTaluU: Tpojudepanus He-
nuddepeHIIMPOBAaHHBIX KJIETOK, MUTpAaIUs HeipoOIacToB;
kieTouHas nuddepenuuponka [1]. HapyuieHue aTux npotec-
COB B pe3yJibTaTe reHeTUYecKUx NedeKTOB U/WiIu BO3AEUCTBUS
(hakTOPOB BHEILIHEM Cpeibl B AMOPHUOHATBLHOM IepHojIe OOBIYHO
MPUBOJUT K IMOPOKAM Pa3BUTHsI KOPbI FOJOBHOro mosra. Kop-
TUKAJIbHbIE JUCIUIA3UM — TpyIMIa pa3HOOOpa3HbIX aHOMAJIUA
pPa3BUTHUSI HEOKOPTEKCa, COMPOBOXKIAIONINXCS HEBPOJIOTHUYE-
CKUM Ae(PUIIUTOM, KOTOPBII 3aBUCUT OT JIOKAJTU3ALINH 1 00beMa



TOpaXeHUsl, ¥ 9acTO NeOIOTUPYIOT C AMUIETITUIECKUX TIPUCTY-
noB [2—7]. Haubosee pacripocTpaHeHHbIE KOPTUKATbHBIC THC-
iasuu: GoKalbHasl, TAaXUTUPUS; TOJIOMPO33HIedanus;
mu3sHUedanus; HelipoHHbIe TeTePOTONMH.

[To maHHBIM JTUTEPaTyphl, B 5—25% cily4aeB SIUICTICUU Y
JIeTel BBISIBIISIIOTCS HEMPOHHbBIE reTepoTornuu [8]. Dto Hapyiie-
HUST HEPOHATTLHOU MUTpAIy ¢ 00pa3oBaHMeM SKTOITMPOBAH-
HBIX YYaCTKOB HOMYJISIPHOI WJIN JIAMUHAPHOU (HOPMBI B OOJTh-
LIUX TIOJYIIAPUSIX TOJIOBHOTO Mo3ra. B HacTosiiee Bpemst onu-
CaHbl ClIeAyIolIMe BapuaHThl reteporonuu [9, 10]: cyoaneHnu-
MajibHasl HOAYJIsIpHasl (y3eJKOoBasl); U30JIMPOBaHHAsl (OAMHOY-
Hasl); JJEeHTOYHasl (CJoucTasi, JaMUHapHasi).

Jns neHTouHOU (lamuHapHOit) reteporonuu (OMIM
300067) xapakTepHO CKOIUIEHME Ie€T€POTOMMPOBAHHBIX HEWPO-
HOB B INTYOOKMX M CyOKOPTUKAJIbHBIX OT/eJIaX TOJIOBHOTO MO3Ta
napajuiebHO Kope. JlaHHBIi BapuaHT TeTepOTONUU MOTYUYUII
Ha3BaHWE CHHIPOMA «IBOMHON KOpbI». DTO Hambosee penkas
TeHeTUYeCKH JIeTepMUHUPOBaHHas aHomaiust paszsutust LIHC
W3 TPYIIHI 1IepeOpaTbHBIX TeTePOTOIUIA, KOTOpash BO3HUKAeT
BcaencTBre mytanuu reHa DCX (cunonumsbl: DBCN, XLIS) Ha
xpomocoMe Xq22.3-q23 (puc. 1). YcraHosneHo, uto reH DCX Ha-
cuutbiBaet 6osee 100 k6 JITHK u comepxut 9 3K30HOB ¢ 6 KoM~
pYyIOLIMMU 3K30HaMU. DKcrpeccusi reHa DCX B KOpe TOJI0OBHOTO
Mo3ra 4yeJioBeKa pe3Ko MOBBIIIAETCs TPU CPOKe rectauuu 21 Hel.
Ten DCX cBsi3aH ¢ MpoayKIMeit aHOMaJTbHOTO Oesika Ja0IKOPTH-
Ha (MonekymsipHas macca 40 k/la), 4To IpUBOAUT K 0Opa3oBa-
HUIO XapaKTePHBIX CYOKOPTUKATBHBIX TIOJIOC HEPOHATBHBIX Te-
Teporonuii [2, 6, 11], B pe3yabrate co3naeTcs WUTIO3Us Ay0JIu-
pOBaHUSI KOPbl — «IBOWHON KOpbl». Tum HacienoBaHUs —
X-CleTUIeHHBI TOMUHAHTHBIN. [eTepo3uroTHbIe HOCUTEIbHM-
bl (CKeHIIMHBI) MyTanuu reHa DCX nMmetoT heHOTUIT TTperMy-
LLIECTBEHHO MepeAHell OunaTepalbHON «IBOMHOW KOpbI», a Te-
MU3UTOTHBIE HOCUTENN (MYKUYMHBI) — JIMCCOHIIEDATHIO.

[TonkopkoBasi JaMUHapHasli TeTepoTonusi (CUHAPOM
«IBOHO# Kopbl») BriepBble omucana H. Jakob B 1936 ., B
nanbHeiem ee Haodmonanu S. Ricci u A Palmini y 60JIbHBIX C
MmN TuIecKuMu cuHapomamu [ 12—14]. Mopdomornueckue
W3MEHEeHUs TPU STOM CUHIPOME XapaKTepU3YIOTCS KPUBOJIU-
HEWHBIMU JIEHTAMU CEPOrO BEIECTBA, Pa3[AeeHHbIMU C KOH-
BEKCUTaJbHOI KOPOUl OONBIIMX MOJyIIapUil TOJJOBHOTO MO3ra
«IIPOCJIONKOI» O€s0ro BellecTBa; IeTePOTOMNMUsI MOXET OBbITh
OJIHOCTOPOHHE (YHUJIaTepaIbHOM) UK IBYCTOPOHHE (Oua-
TepaJIbHOI), BO3MOXHBI PETMOHAPHBIE Pa3IN4us B TOJIIMHE
TIOJIOCHI, BEPOSITHO, CBSI3AHHBIE C TEHOTUIIOM; MMOBEPXHOCTH
KOpPBI — HOpMaJbHasl WM MaxurupuyHas (KOMOMHUPOBaHHAS
SBH-naxurupus), Bblleaexallnasi KOHBEKCUTaJbHAsl Kopa
MOXeET ObITh HOpMaJIbHOM, 32 UCKII0UeHueM ciaydaeB SBH-ma-
xurupuu. B kimHudeckoit kKapTuHe HanboJee yacto Haboaa-
[0TCSI 3a/lepXKa TCUXOMOTOPHOTO DPa3BUTHS, (apMakopesu-
CTEHTHasI ATUJIETICUS C TpeodaananueM GhOKaIbHBIX/aTOHUYe-
CKUX TPUCTYTIOB U NeOI0TOM TPUIATKOB MPEUMYIIECTBEHHO
nociye S JeT (MOTYT TakKe BCTpeuaTbcsl MHGhAaHTUIbHbIC CIa3-
MBI B aHamHe3e), okaabHOU WA AUGGOY3HON BIUIEITTH-
(GOpPMHOI aKTMBHOCTBIO Ha 3jieKTposHledantorpamme (33T).
VY eHIIH 3a00JieBaHNE TIPOTEKAET «MsITUe», YeM Y MYXKUUH,
CTEIeHb eT0 TSKECTU MOXKET BapbUPOBATHCS OT JIETKOU U yMe-
PEHHOI 10 BBIPAXKEHHOM. Y MY>KUMH 3TOT CUHAPOM BCTpEYaeT-
cs KpaiiHe peako (KasyucTMYecKue ciydyau), Kak IpaBUIIO,
MMeEeT TsDKeJloe TedeHUe, B psie CIydaeB C JIeTaTbHbIM MCXO0-
noM. TuT 3MIeNITUYeCKUX MPUCTYTIOB BapruabelieH, BKITIovast
KOMITIEKCHBIE (POKaTbHbBIE TIPUCTYIIBI C BTOPUYHOM TeHepain-
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Puc. 1. Mosexynapuas rokarusayus eena DCX Ha daunnom nae-
ue xpomocomvl X mexncdy nozuyusmu 22.3 u 23
[http://ghr.nim.nih.gov/gene/DCX]
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3anMeit, aTOHUYecKue TIPUCTYIBI, aTUIMMIHYI0 aOCaHCHYIO
SMWIETICUIO ¢ (DOKATHHBIM (PETUOHAPHBIM) HavyasioM. JleueHue
CHUHIIPOMA CUMIITOMATUYECKOe, OCHOBHOM SIBJISIETCS] TPOTHUBO-
anuyenTuyeckas tepanus [8, 13].

IpencrasisieM coOCTBEHHOE KIMHUYECKOE HaOIIOIeHUE
MO3/IHEM AUarHOCTUKKM CUHIPOMA «IBOMHO KOpPbI» Y 36-1IeTHE
TalMeHTKU.

Ilayuenmra K., 1978 2. posicoenus, enepgvie obpamunace 3a
MeOUUUHCKOL NOMOWbIO K He8poa02y-INUAenmonoey Hegpoaoeuie-
CK020 UEeHmMpa 3NUAeNMON02UU, HelPOCeHeMUKU U UccAed08anus
Mmo3zea Ynusepcumemckoii kaunuxku Kpacnospckoeo eocydapcmeen-
HO020 MeOUUUHCK020 YHUgepcumema um. npog. B.D. Boiino-Hce-
neykoeo (HI YK) 6 uione 2014 2. ¢ acanrobamu na npucmynwt éHe-
3aNHOU MblUEHHOL cAa00CMU ¢ MCHOBEHHbIM NAOeHUeM U ympamoi
CO3HAHUsl, NOGMOPHBIMU MPABMAMU MACKUX MKAHell U mepmuye-
CKUMU 0JIC02aMU MYA08UWA U KOHEYHOCMell, KOmopble noay4aem
npu nadenusax. Inusenmuyeckue NPUCMYnsl NPOMEKArm 00HO-
MUNHO 8 MeveHue MHO2UX Aem, Pe3UCHEeHMHbl K MOHO- U nOAUme-
panuu mpaouyUOHHbLIMU NPOMUBOINUACNIMUYECKUMU NPenapama-
mu (I1211). Ileped npucmynom nayuenmra unoeda ycheeaem cooo-
WUMb 0 HapyuleHUU PagHoBeclsl, 603MOJICHO, U3-3a NAPOKCUZMANb-
HOUl MbluleuHOll carabocmu, Xoms @ C8A3U ¢ degpeKmom UHmennex-
MYyanvHo20 pazeumus 4emKo onucams u ougpdepeHyuposams ceou
OUYU|eHUS He MOdicem.

Poounacy om nepeoii bepemennocmu, nepevix podog, 603-
pacm mamepu — 21 200. Teuenue Gepemennocmu 6e3 0cobeHHO-
cmeil, podsl cpounvle npu cpoke cecmayuu 39—40 ned kpynHoim
naodom (Oauna meaa 57 cm, macca 4100 2). Ilpukaadvieanue K epy-
du u epyoHoe écKapmausanie — co 2-x cymok, cocana akmueHo, Ho
6 6o3pacme 2 mec nepesedena Ha UCKYCCMBEHHOE 8CKAPMAUBAHUE 8
cesa3u ¢ eunoeanrakmueil y mamepu. B 3 mec unguuuposana
St. aureus, ommeuanoce eeneparu308aHHoe NOPadNCceHue Koxucu my-
aosuma. O0ua, 6e3 mamepu, ObiAa 20CNUMANUZUPOBAHA 8 OeMCKULL
uHeKkyuorHblll cmayuonap. Beinucana c npucoedunenuem gnympu-
0601bHUMHOL 0cmpoll pecnupamopHoll supycHoll ungexyuu (OPBH).
B nocaedyrowem wacmo 6oneaa OPBH, npususku — no unousudy-
anvHomy epaghuxy. Hesnauumensro omemaeana é ncuxomomopHom
U peuesom pazeumuu om ceepcmuukog. B 3 cooa nowna 6 demciuii
cad, ommeuaiucs mpyoHoCmu ¢ KoopouHayuei 08UliceHuil, 10K0-
Mouueil 80 8pemMs manyes, cmpadana mMeaKkas MomopuKa naivyee
DpYK. B 7 nem nowina 6 wikony, okonuuna 3 kaacca, UCnbmwleand
3HauUMenbHvle MPYOHOCMU 6 0C80EHUU MOUYHbIX NPEOMENOos, 0CO-
OeHHO MamemMamuKu, He M02Aa NepecKkazams mekcm, Xoms cKo-
pocmb umerus 6vira evicokoil. C mpydom okonuura 3 kaacca, noc-
J1e Yeeo Oblaa nepeéedeHa 6 KAacc Koppekuuu 7-eo euda, nocie npu-
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NOAHEHHbIX NO MeCmy JICUMeAbcmed U
ducnancepuzayuy KOMRbIOMEPHOL MOMO-
epaguu u HU3KONOAbHOU MACHUMHO-Pe30~-
HancHoll momoepagpuu (MPT) eonoeHoeo
M032a 8UOUMOIL NAMOAOUU He BblBNEHO;
Dpe3yabmamol NOGMOPHHIX pyMUuHHbIX DI
(OnumenbHOCH MOHUMOPUPOBAHUS (hO-
HO80Il 3anucu — He boaee 5 MUH) MALOUH-
gopmamuensl, codepycam apmepaxmol.
Koncyavmayus ncuxuampa: onueogppenus
3-ii cmeneHu, 6bIpadCeHHble HAPYUIeHUs

Puc. 2. D91 nayuenmxu K., 36 aem. [lapokcuzmarvHas akmueHoCcms 8 COCMOSHUU

naccusHoeo 600pcmeosanus

obyuaemocmu.

Ilpu nepsuunom obpawenuu ¢ HI[
YK: cocmosanue 1-ii cmenenu maxcecmu,
NAYUeHMKAQ 6 CO3HAHUU, 3AMOPMOICEHA.

Mpiwnenue mopnudnoe, cro8apHbiii 3anac
00e0HeH, UHmMenNneKm CHUMNCeH, NOHUMA-
HUe KOMaHO 80 épeMsi UCCAe008aHUs Heg-
DON02UMECK020 CIAMYCA HAPYWEeHO, 4ac-
mo KoManobl He ebinoaHsem dajice nocie
npedssiéneHuss NOGMOPHO U N0 NOO0OUH.
Jluuesas dusmopghus eunoguszaproeo mu-
na (yeeauuennvle HadbpogHvle dyeu, MaK-
poenoccusi, MAKpOCMOMUs, MAKPOSHA-

mus). Ha xoxce koneunocmeii u mynogu-
wWa — MHOJICECMBEHHbIe KeAOUOHble PYOLbl

T T T T
14:24:45 14:06:06 14:16:45 1416208 16:16:48 16:17:48

T
16:17:48

T
18:18:06 u

PA3H020 pasmepa nocie mepmuvecKkux

Puc. 3. Pecnupamopnutii monumopune 0He6HO20 CHA Yy MOl Jice NayUeHmKu

(onucanue 6 mexcme)

coeduHenUsl INUAeNMUYECKUX NPUCIYNO8 ¢ NAOeHUAMU U MPABMa-
mu3zayueti pekomendosaro domauiree ooyyenue. Ilo HazHaueHur
8pAMA-NCUXUAMPA NO MECIY HCUMENbCMEA O NOBOOY «INUACHMU-
UecKolil 001e3HU», <KPUNMO2EHHOI INUAENCUL C 2eHEPANU308AHHDbI-
MU MOHUKO-KAOHUMeCKUMU npucmynamu» noayuaia cmecw Cepeli-
CK020, 6 nocaednue 200bl NPUHUMANG HEPAUUOHAALHYI0 KOMOUHA-
yuro T1DI1: kapbamaszenun ympom 400 me, é 06ed 200 me, eeuepom
400 me (cymounas doza 1000 me) u b6enzonan (6enzobapouman) 100
me ympom u 100 me 6 06ed (cymournas doza 200 me). Hapywen uup-
KAOUaHHbLil pumm cHa U 600pCMBEOBAHUSL: N0NCUMCS CNAMb 3a NOA-
HOUb, ympom 00120 chum (3a4acmyro 0o noayous). Ilo danHwim 8bi-

091C0208, KOMOpble NAUUEHMKA NOAYYala
npu nAdeHusx 60 8pems INUNCNMUYECKUX
npucmynoe. Ha I1—1V nasvyax ne6oii ku-
cmu — mMapaesas NOBA3KA HA0 MepMUYecKumMu 0Jcoeamu 2-ii cme-
NeHU, NOAYHEHHbIMU 30 HECKOAbKO OHell 00 KOHCYAbMAUUU 80 8PeMs.
nadenus (6 amom momenm nuaa eopayuil yaii). [lookoscuas eema-
moma 6 obaacmu eepxueil mpemu 1€60il 20AeHU NO 3a0Hell noBepX-
Hocmu (pazmepom 0o 3 cm) — makce credcmeaue NaAOeHUs.
Hccnedosanue uepenno-mo3208bix Hepeos: 000HAHUE cOXPa-
HeHo, homopeakyuu yncugole, 6e3 acumMmempuu cmopoH, YCmaHo-
BOUHDLIL 20PU3OHMANbHBLI KPYNHOPAZMAUIUCbLI HUCIA2M NPU 830~
DPax 8 CMOPOHbL, pACCMPOLICME YYBCMBUMEALHOCIU HA AULE He Bbl-
ABNEHO, MUMUHECKAS. MYCKYAAMYPA UHMAKMHA, 2010C MUXUL ¢ HO-
co8bIM OmmeHKoM (Oucgonus), Heepybas ouzapmpus, HapyuieHuil

Cmamucmuka cHa no 0AHHbIM MHOJNCECMEEHH020 mecma AAMEHMHOCMU KO CHY Yy nauueHmkgKku K.

CraTucTHKa cHa
ceccus 1 ceccus 2 ceccus 3 ceccus 4
% ot OBA % ot OBA % ot OBA % or OBA
Craaus cHa
RO.00% N17.44% N237,93% R0,00% _ N116,26% R0,00% N1 17,36%
217,36% 212,20% N2
11,57%
U 0,00% N3 U
U 0,00% 0,00%
W75.21% W71,54% W71,07%
JlatenTHoCTh K N1, 2, MUH 1 3 5 7
Yuciio podyKaeHu i 1 0 2 0
3a BpeMsI CHa
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enomanus Hem. Jleueamenvhas cepa: Heepybas oup@yzuas moi-
ULeYHAs 2UNOMOHUSL, MbIUEHHAS. CUAQ COXPAHEHA, 0e3 acuMMempuu
CMOPOH, HapyuleHue 0CaHKu (OnyueHo npasoe nae4o, KUPockoiu-
03 NO360HOYHUKQ), HeepyOblil nepeKkoc Kocmell masa, CyXolcunbHvle
U nepuocmanbhbvle pehaeKcol He3HA4UMeAbHO CHUMNCEHbL, be3 acum-
mempuu. Heepybas cmamuko-ounamuueckas amakcus. Menunee-
anvhblx 3HaKoe Hem. OueHKa paccmpoicme uye8cmeumenbHoCmu
3ampyoHena u3-3a HeOONOHUMAaHUs nayuenmkol 3adanus. Tazo-
6ble (YYHKUUU KOHMPOAUPYem.

Pe3zyrvmamor KomnaekcHoeo 00c1e008anUs: NO OAHHbIM
3-4ac06020 OHeeHO20 6ude0-III-monumopunea arvgha-pumm He
peaucmpuposancs; bema-pumm 0OMUHUPOBAA NO 6Ceil KOHBEKCU-
MAAbHOU NOBEPXHOCMU 20106H020 M0O32d, AMIAUMYOol 00 30 MK B,
0e3 KAUHUMECKU 3HAYUMOU MEeNCHOAYUAPHOU ACUMMEMpPUU; Meo-
ANEHHO-80NH08AS. AKMUBHOCIMb NPEOCMABACHA 6 8UOe 0OUHOUHbIX U
2PYNN 60AH Mema-0UanasoHa ¢ aKyeHmom no 100HbIM OmeedeHuU-
am, amnaumyooti 0o 50 MK B, 6e3 kaunuuecku 3HAUUMOL MeICnony-
WAPHOLL acuMMempuU; Ha SMoM QOoHe pecucmpupo8atics oug@ysnvie
BCNbIUIKY 6 8Ude KOMNAEKCO8 ocmpas-meoneHHas eoana 2—2,5 Iy,
amnaumyodoit do 100—150 mk B, ¢ hokarvHbim U amMnAUMYOHBIM
npeobnadanuem no 100HO-8UCOUHBIM 0MBEEOCHUAM 16020 NOAYUIA-
pus 20108H020 Mo3ea (puc. 2). Peakyus na omkpuieanue/3axpuiea-
Hue 2naz mopnudnas. Pummuueckas gpomocmumyasyus: peaxyuu
VCBOEHUS PUMMA He 3apecucmpuposano; y4aujeHuss ONUCAHHOU
Jughghy3noil axmueHocmu o CPABHEHUI) ¢ OHOM He OMMeHeHo.
Ilpoba na eunepsenmunsyuro (3 mun): dugp@ysnoe mapacmauue
0e30peanu3ayuu KopKoeo pumMUKUY; y4aueHus. ORUCAHHOLL 8 o~
Hogoi DI dughghy3noil napoxcuzmarvbHol aKkmueHoCmU He 8bls6-
aero. Ilocae eunepgeHmuasiyuu 60cCMano6AeHUe KOPKOBOU pum-
muku 00 yposHs ghona 3amedaennoe. Habniodanrocs bvicmpoe 3acwi-
nauue nocae OKOHYAHUA npoeedeHUs (PYHKUUOHANbHBIX NPOOD, peel-
CMPUPOBANUCH BCHBIUKU CUHXPOHUSUPOBAHHBIX Oema I-Konebanuil
N0 YeHMpanbHbIM 0meedeHusm, npodoaxcumenrvHocmvto do 0,5 ¢
(pyoumenmaphole «@epemena cHa»), opyeue KOMNOHEHMbL CHA He
suzyanrusupoganuce. Peeucmpuposanruce dughghysmnvie npodosicen-
Hble KOMIAEKCbL ocmpasi-meonennas éoana 2—2,5 Iy, amnaumyooi
do 150 MKk B, ¢ ¢okarvhbim u amnaumyoHsim npeodaadaruem no
AN00HO-BUCOUHBIM OMEEOCHUSM N€6020 NOAYULAPUS 20108HO20 MO32a
(6e3 Hapacmanus no amniumyoe, vacmome U MONUKe NO CPAGHe-
HUI C nepuooom NaccuerHozo 600pcmeosanus). 3akaueHue: evl-
padiceHHble 00UleM03208ble UsMeHeHUs OU0INeKMPUUecKoll aKmue-
HOCMU 20106H020 MO032d; PEAKMUBHOCMYb KOHBEKCUMANbHOU KOPbl
Ha agpepenmubie pazopaxcumenu MopnUOHasi; 8 COCMOSHUU NAC-
CUBHO20 OOOPCMBOBAHUS U NOBEPXHOCHHO20 CHA — YCMOUYUBAs
Jugpghysnas snusenmupopmHas aKkmueHoCms ¢ AKueHmMom (Qoky-
coM) 8 N00HO-8UCOUHOI 00AACMU 1€68020 NOAYUAPUS 20108HOO
M032a; NpuU aHaAU3e CUHXPOHHOU 6udeo3anucu 5nu300bl 08uea-
MeNbHOU aKMUBHOCMU He CONPOBONCOANUCH NAPOKCUSMANbHIMU
UBMEHeHUAMU KOPKOBOU PUMMUKU.

[lo dannbim pecnupamopHoeo MoHumopuHea (puc. 3) u npo-
6e0eHH020 napaiienbHo OHe8Ho20 8udeo-I I -monumopunea 3ape-
2UCMPUPOBaHo 3 INU300a ANHO3 € MAKCUMANLHOI NPOO0ANCUMENb-
Hocmoro 28 ¢, § 9nuU30008 eunonHod ¢ MaKCcUManbHOU NPO0oAICU-
menvHocmoio 36 c¢. Hudexc annos/eunonnos cocmaesun 2,8 é uac
(Hopma do 5 6 uac). Cpedunsia camypayus Hopmanvhas — 96% (Hop-
ma 94—98%), munumanvras camypayus — 86% (nopma 90—98%).
HUnoekc decamypayuu — 2,8 6 uac. Cpeduss wacmoma cepoeuHbix
cokpawenuii (4CC) 6o epems cna — 72 6 MUHymy, MUHUMAAbHAS
YCC — 65 6 munymy, maxcumanvras YCC — 80 6 munymy. Huoexc
xpana — 1,8%. 3akarouerue: undekc ObiXxamenbHbiX HaApYyuleHUil 6
npedenax Hopmbl, HO YHUMbIEAs OAUMEALHOCHb SNU30008 SUNONHOD

KHAWHUYECHKUE HABNWAEHUA

Puc. 4. MPT 201061020 M032a Mol Jce NAYUEHMKU.
Kapmuna cundpoma «060iiHoil Kopvr» (onucanue 6 mexcme)

do 36 ¢ pekomeH008aHO nposederue pecnupamopHo20 MOHUMOPUH-
2a 80 8peMsi HOUH020 cHa (He meHee 8 ).

Ilo dannbim MHOJNCECMBEHHO20 MeCcma AAMEHMHOCMU KO CHY
3a 4 ceccuu uccaedosanusi REM-con ne pecucmpuposancs, omme-
YeHo cHucernue ramenmuocmu Ko ciy. Con npedcmaenen nogepx-
HOCMHbIMU cmadusmu (cm. mabauuy). 3akauenue: OAHHbIX, YKA-
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Puc. 5. MPT 2on06n020 mo3ea moii sce nayuenmiu. Kapmuna
nocmmpasmMamu4ecKux usMeHeHuil eeujecmea A100HbIxX doell
00AbUUX NOAYWLAPULL 20106HO20 MO320 6CACOCMEBUE NOGMOPHbIX
naoeHuil u mpaem 60 epemMs AMoHU4ecKux nPUcmynog (onucanue
6 mekcme)

Puc. 7. MP-cnexmpockonus eunnokamnog moi yxce NAyueHmKu

3bIBANUWUX HA HAPKOAENCU), 8 MOMEHM HACMOAWe20 Uccredosa-
HUSL He NOAY4eHo, b0ee 6eposiMmHA 6MOPUHHAS 2UNePCOMHUSL HA (o~
He daumenvHoeo npuema I1211 u3z epynnvt bapobumypamos.

Tepanesmuueckuii nekapcmeertblii MOHUMOPUHE: KOHUEHM -
pauuu Kapbamaszenura u ghenobapoumana 6 Kposu — 6 npedensax
pegepencroeco duanazona: 9,0 u 21 mie/ma coomeemcmeaeHHo.

Ilo dannvim evicokonoavroit MPT (1,5 Tha, wae ckanuposa-
Hug — 0,8 mm, no npomokonay «Inunencus», uccae0o8anue evlno-
HeHo 6 Jleuebno-duaenocmuueckom yenmpe MescdyHapodHoeo uH-
cmumyma 6uonocuueckux cucmem um. C.M. Bepe3una): cpedunnvie
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Puc. 6. MPT 2on06H020 mo3ea moii xce nayuenmiu. Kapmuna
2UNONAA3ULU KAYOAAbHbIX 0MOeN08 Hep6si MO3JNCeUKa
(onucanue 6 mexcme)

CMPYKMYpPbl He CMeujeHbl; 8 00AbUUX NOAYULAPUSIX 20108HO20 MO3-
2a cumMmempu4Ho, NApaleabHO HAPYICHOU cmelke 60K08020 dice-
AY00UKa, onpedensiemcs NPOMANCEHHAS. 30HA NeHMOBUOHOU (op-
Mbl, HO CIPYKMYpe U CUSHANbHBIM XapaKmepucmukam uoeHmut-
HAsL CepoMy euecmay, OmoeaeHHAas Om KOpbl U CMEHKU Jcenyood-
Ka cnoem benoeo eeuecmea (puc. 4). B 6azanrvubix omoenax obeux
N00HBIX DoAell, 8 NOACAX 00eux 8UCOUHBIX doaell, UHMPAcyOKop-
MUKAAbHO 8U3YAAUBUPYIOMCA YHACMKU KUCIO3HO-AMPOpuUHecKux,
2AUO3HBIX UBMEHEHULl HeNPABUAbHOU hOpMbL, C HeMKUMU KOHMYPa-
MU, ¢ 30HaMU OMAOICEHUL eeMocudepura (Nocmmpasmamu4ecko-
20 xapakmepa), pazmepom 0o 3,4x1,5 cm (puc. 5). bokoeswie nceny-
douxu moszea o6viunbix pazmepos, 111 u IV xucenydouku He uzmene-
nol. [unomanamuueckas, xuasmanvhas obaacmu 6e3 0cobeHHO-
cmeil, mKany eunoguza umeem 00bl4HbII CUeHAN. 3HAYUMENbHOe
pacuiuperue u yeayonerue 60po30 eemucgep mMosdceka, eunonia-
3uUsA Kayo0anvHoil mpemu 4epes Mo3dcevka, 00abuias yucmepHa
M03ea paculupena, WUpoKo cooduaemcs ¢ 8bIXOOHbIM OMOeaoM
1V ycenydouxa (puc. 6). [unnokamnsl Hecummempuuiol, 00sem ae-
6020 2UNNOKAMNA HECKOAbKO YMEeHbUIeH, apXUmeKmoHuKa e2o He
napyuwena. Ilpu MP-cnexmpockonuu obaacmu eunnoKamnos om-
Meuaemces cHudiceHue ypoeHa N-auemunacnapmama u KpeamuHu-
Ha 6 nepedHUX 0mOeaax 1e6020 eunnoKkamna (puc. 7). 3akawouenue:
M P-kapmuna aamuHnapHoii eemepomonuu cepoco euecmaa (CuH-
dpom «080liHoIl Kopbr»). ObwupHsle nocmmpasmamuieckKue Kuc-
mMo3HO-ampogueckue, eNU03Hble U3MeHeHUsl 8 N0OHbIX 005X U NO-
NH0CAx 8UCOUHBIX doaell. [unonaasus kayoaibHol mpemu u MUHOQ-
AUH MO3JICeuKa ¢ npuzHakamu yepebdeaisapHoil ampoguu. YmeHo-
wenue 0bsemMa 16020 UNNOKAMNA € NPUSHAKAMU HeUPOHAAbHOU
QUChYHKUUU U CHUIICEHUEM UHMEHCUBHOCMU IHeP2emu4eck020 00-
MeHa 6 nepeoHux omoenax.

Taxkum obpazom, no OaHHLIM KOMAAEKCHO20 00CcAe008aHUs Y
36-n1emueil hayueHMKU ¢ pe3UcmeHmHbIMU U301UPOBAHHbIMU AMO-
HuYecKuMu npucmynamu, 0ebromuposasuiumu 6 ozpacme 7.aem u
CONPOBOIICOABUIUMUCS HAPYUIEHUAMU 00yHaeMocmu U UHMenneK-
ma, enepevie OUACHOCMUPOBAH BPOICOCHHbII NOPOK PA3BUMUSL
I[HC — anamunapuas eemepomonusi cepoeo @eujecmea (CUHOPOM
«0BOIIHOIL KOPbL») 6 COMEMAaHUU ¢ 2UNonaasuell KayoarvHol mpemu
uepest Mo3diceuKd.

Kaunuveckuii duaenos: cumnmomamuueckas 3NUAENCUS C
yacmoimu (00 edceOHesHbIX) 2eHepanu308aHHbIMU AMOHUYEeCKUMU
npucmynamu ¢ nadeHusMu U mpasmami. (ROOKONCHLIMU 2eMamo-
Mamu, NOGMOPHbIMU 0HCO2AMU KONCU MYA0BUUA U KOHEUHOCMell),
mpyoHoKypabeavras, pe3ucmeHmHas Ha oHe HepauuoHANbHOU No-



aumepanuu TIDI1 (kapbamaszenun 1000 me/cym + benzobapbuman
200 me/cym). BpoxcoenHbiii nNOPOK pazsumus 20108H020 Mo32a. Ou-
AamepanvbHas NOOKOPKO8As AAMUHAPHAS 2emepomonus (CUHOPOM
«O0BOIUHOU KOpbl»), eUNONAA3U KayO0anrbHol mpemu U MUHOAAUH
Mo30IceuKa ¢ npusHakamu yepebeansiproi ampoguu. Hapywenue
unmennekma (oaueogpperus 3-il cmenenu, 8bIpaAdNCeHHble HaApyuie-
Hus o6yuaemocmu). Jluyesas ouzmopghus (MaKpocmomus, MaKpo-
2noccust, MaKpoeHamusi, ygeauuernnvle Haoopoenvie dyeu). Ipynna
PUCKA CUHOPOMA ANHO3/2UNONHOD CHA.

OcnoxcHenus: 00uuUpHsle NOCMMpPABMaAMUYecKUe KUCMO3HO-
2NUO3HO-ampoguuecKue usMeHeHuUs: 8 N0OHbIX Q0ASIX U NOAOCAX BU-
COYHbBIX doell Ha (hoHe NOBMOPHBIX 3AKPLIMBIX YEPEeNHO-MO3208bIX
mpaem ecredcmaue amonudeckux npucmynos. Me3zuanvHolii mem-
NOPANbHLLIL CKACPO3 C YMEHbUEeHUEM 006eMa 16020 2UNNOKAMNA C
NPUBHAKAMU HeUPOHANbHOU OUCHYHKUUU U CHUNICCHUEM UHMEHCUG-
HOCMU SHepeemu4eck020 oomena 6 nepednux ezo omoenax. Tepmu-
ueckue oxcoeu 2-ii cmeneHu Konuegvlx ganrane I1—1V narvyes se-
6ol Kucmu, cmaodus snumeausayuu. MuoscecmeenHble NOCMONCO-
208ble KeaoudHble pydubl Ha Kodce myaosuua u koneuHocmeii. Iloo-
KOJICHASL NOCMMPABMAMUHECKAsl 2eMAMOMA MACKUX MKAHell 8 00-
aacmu eéepxueli mpemu n1e6o20 bedpa no 3a0Hell NO8epXHOCMIL,
cmadusi 06pamuo2o pazeumus.

AHMUKOHBYAbCAHM-UHOYUUPOBAHHbIE HENCEAAMENbHbIE e~
KapcmeeHHble S6AeHUsl: 6MOPUMHAS SUNEPCOMHUS HA ¢hoHe Oau-
menvHoeo npuema 6apoumypamos co CHudiceHuem AameHmHOCmu
KO CHY U HapyuieHuem cmaouiiHoCmu CHa.

ITlayuenmke Oviia pekomeHO08AHA KOPPEKUUs NPOMUGOINU-
Aenmu1ecKoil mepanuu, peuaemes: 0npoc 0 NANAUAMUEHOM Helpo-

KAUHUYECKUE HABNWAEHUA

XUPYPeUHECKOM NeHeHUU Pe3UCHEHMHOU CUMNMOMAMUYECKoU Snu-
AENCUU C UeAbH) CHUMICEHUS PUCKA NOGMOPHOU MpasmMamusayuu —
hponmanvHas pesexyus modxicem obecneuums odnecueHue npucmynos.

Takum ob6pa3oM, 1Mo JaHHBIM YIIpaBJIeHUs peaKuX 3a00-
nesaHuit (ORD) HaunoHanbHOro nHctutyra 3nopoBbs (NIH)
CIIIA, monkopkoBast JaMUHapHasi TeTePOTOIHS SIBJISIETCST Op-
(aHHBIM 32001€BaHUEM, €€ YacToTa B nonyasauuu — 1 Ha 200
Thic. [IpaBUIbHAS IMAaTHOCTUKA TPEOYeT BHICOKOIT KBaTM(DUKa-
LIMM HEBPOJOTa-3MWICTITONIOra U paauojiora mu3-3a CXOJCTBa
reTepoTONUU C IPYTUMMM MaccaMu B FoJJOBHOM mosre. Komr-
JIEKCHBIM moaxon K nuddepeHInalbHON TMarHOCTUKE pe3u-
CTEHTHOW SMNUJEIICUN C W30JMPOBAHHBIMU ATOHUYECKUMU
MPUCTYIIAMU Y 36-JIeTHEN MALMEHTKY, BKJIIOUEHNE B apceHal
HeBpoJiora-snuientonora HL YK coBpeMeHHBIX BHICOKOWH-
(bopMaTUBHBIX TAOOPATOPHBIX U MHCTPYMEHTATbHBIX METOAUK,
MEXIMCIUTIMHAPHOE 00CYXXIeHNEe AMarHo3a U TaKTUKH Bee-
HUS TALMEHTKM C TPUBJICYEHUEM CMEXHbIX CIELIMAIUCTOB
(HeBpoJIOTa-3IMIJIETITONIOTa, TICUXUAaTpa, KIMHUIECKOTO Heil-
podusroaora, coMHOJIOra, paguojora, HEMpoXupypra) CIio-
CcOOCTBOBAJIM 3HAYMTEILHOMY YJIYUIICHUIO KauecTBa Je4eOHO-
IMArHOCTUYECKON ToMoIIM. [laHHBIM KIWMHUYECKUI ciaydait
MOJYEPKUBAET HEOOXOIUMOCTh COOMIOAEHUSI B paboTe Bpauya
HEeBpOJIOra-3MUJICNTOIora CASIYIOMNUX TPUHITUITOB; KOPPEKT-
Hasl CUHAPOMOJIOTWYECKash NMArHOCTUKA STUJIEITUISCKUX
MIPUCTYTIOB, MPOJIOHTUPOBAHHBIN BHIEO-DD[-MOHUTOPUHT,
BbIcOKOIObHAasT MPT 1Mo mpoTokoJly AMarHOCTUKM STTHJICTI-
cun. Bce 3TO mo3BoOsISIET CBOGBPEMEHHO YTOUYHUTH HaIU4ue
(boHOBOI1 MAaTONOTUU M TAKTUKY BEASHMS MallMEeHTA.
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