MPOBNEMbI 3HAOKPVHOJIOI I, 2004, T. 50, Ne 3.

BbiBOAbI

1. Mpn ayTOUMMyHHbIX 3a60/1eBaHUAX LLMTOBUA-
HOM >Kenesbl OTMEYaeTCH 3HAauYUTENbHOE YCuieHue
CMOCcO6HOCTN K CMOHTAHHOW NPOoAYKLUUN NpoBOCNaIn-
Te/lbHbIX UNTOKMHOB — PHOa, NJ1-10 n NJ1-6 kneTt-
KaMu nepudepuyeckor KpoBsu, CBUAETENLCTBYIOLLEE 0
npeAcyLLEeCTBYIOLLEA KNeTOUHOM akTuBauumn. Hapsgy
C 3TUM CHWXeHa UX CNoCcOBHOCTb OTBEeYaTb Ha NHAYK-
TOp in vitro, oTpaxaroLlas NMOTEHUWa/IbHBIA OTBET in
ViVO Ha aHTUIeHHYIO CTUMynauuo. CuHtes MJ1-10 no-
BblleH Kak npu AT3, Tak u npn AUT.

2. bonee BbIpa>KeHHbIE HapyLUEHUA LIUTOKUHIMPO-
LyUMpyHoLLel cnocobHOCTN KNeTOK nepudepruyeckori
KpPOBM Hapsgy ¢ 60/1ee akTMBHbIM 06pa3oBaHnem ATTI
HabnogatTcs y 60nbHbIX AUT.
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NANOMNATUUYECKUN TMMOMAPATUPEO3 C SMNUJIEMNCUEWN, ATPODUEN
3PUTE/IbHbIX HEPBOB I CUHAPOMOM "TMYCTOro" TYPELIKOIO CEANIA

Kadeapa sHgokpvHonoruy (3aB. — npod. V. A. BoHaapb) HoBOcMGUPCKOI rocyfapCcTBEHHON MeAULMHCKOM
akagemunl, HoBocubupckas rocyapcTBeHHasi 061acTHas KvMHUYecKas 60/1bHMLA

vnonapatvpeo3 — 3HAOKPUMHHOE 3abosnieBaHue,
BbI3BAHHOE CHVDKEHMEM CeKpeuuun Unun AelicTems napa-
TropmoHa (MTI). B nogasnstowem 60MbLWIMHCTBE Cy-
YaeB K/IMHULMCTbI CTA/IKUBAKOTCS C rMnonapaTnpeosom,
BO3HUKLUNM BCMEACTBUE MOBPEXAEHUS WU YLaNeHNs
NapaLLMTOBUAHbIX XXeNe3 Mpu XUpYpruyecknx BmeLla-
TenbCTBaX. 3HAUMTENbHO peXxe BCTpeyaeTcs Tak Hasbl-
BaeMbl MAaMonaTnMYeCcKnin rmnonapaTnpeos, KoTopbln
MOXeT ObITb 06YC/0B/IeH MOSB/IEHNEM ayTOaHTUTeN K
MNTr-npoayumpyroWmMM KneTkam Mbo reHeTUYecKUmu
JedekTaMn cUHTe3a unu cekpeuun MTE. UVcTuHHasA
yacToTa 3TOro 3aboneBaHWs HewsBeCTHa. M0 JaHHbIM
AMNOHCKUX MccnefoBaTteneli, OHa MOXeT COCTaBNsATh 7,2
cnyyas Ha | MAH HaceneHus [11].

OnncaHo HeCKOJ/IbKO HacneACTBeHHbIX CUHAPOMOB,
npy KOTOPbIX MaMonaTu4eckuii rmnonaparnpeos co-
YyeTaeTcs C MOpPoOKaMu pas3BUTUA, B TOM 4UC/E LIEeH-
TpasibHOI HepBHOIM cucTembl (LJHC) [2]. BmecTe ¢ Tem
rmnonapaTmMpeos cam no cebe MOXeT ObITb MPUUNHOW
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NMOpPaXKeHsA roIOBHOrO MO3ra, YTO YCNOXHSAET Andde-
peHuMasbHy0 OMarHoCTUKY. B [AaHHOW cTaTbe Mbl
NPUBOAVM ONKUCaHWe CNoXXHoW natonornn LIHC, pas-
BMBLUENCS Yy 60MbHOrO C AMTeNbHbIM ManonaTuye-
CKMM runonapaTupeos3om.

BonbHoOW M., 39 net, NocTynua B KIAVHUKY
16.02.02 ¢ »anobamy Ha NPUCTYIMbl Cy[0pOr, rosos-
Hble 6051, CHWKeHune 3peHusas. C 1981 r. cTpagaet
nanonaTnyecKnm rurnonaparmpeo3om. B nepsble rogbl
3aboneBaHMe NPOABAIOCH NAPECTEINAMU U PEAKNMN,
He vauwle 1—2 pa3 B rog, npuctynamun TetaHmn. r'vno-
Ka/lbLMEMUIO KOPPUTMpoBanu HeboNbLUMMKU 403aMU
TabneTnpoBaHHbIX NpenapatoB Kanbuus. C 1990 r. Ha-
6/1104a/10Cb MOCTENEHHOE yyalleHe NPUCTYNOB Cya0-
por (40 HECKONIbKUX pa3 B Hefesto), BO3pocna noTped-
HOCTb B Ka/bLMeBbIX npenapartax (4o 1000 Mr Kanbuus
B CYTKM), K NneveHunto 6bin gobasneH sutamuH D. Torga
)Ke BblSiB/IeHa KaTapakTa 060ux rnas, no nosogy KoTo-
poi B 1995 r. mMpoBedeHO onepaTuBHOe fedyeHune. C



2000 r. cyopoXKHble NAapOKCU3Mbl NPUOGPENN reHepa-
NN30BaHHbIN XapaKTep WU CTa/iM COMPOBOXAATbCS MO-
Tepeli co3HaHus. TpUKYCbIBaHUS A3blka, MOABIEHUS
MeHbl y pTa UM HENPOM3BOIbHOMO MOYENCNyCKaHNs BO
BpeMsi MPUCTYMNOB He 6bl/1o, KyNUPOBaJINCh MapOKCU3-
Mbl BHYTPMBEHHbLIM BBELEHWEM MpenapaToB Kanbuus. B
TOM e Trofly BbISiB/IeHbl MPU3HaKM 3MMaKTUBHOCTU Ha
3neKTpo3HLUedanorpamme (33I), HasHayeH uHNen-
CUH B fo3e fo 0,6 r/cyT. B okTA6pe 2001 r. y 601bHOrO
passuncs status epilepticus B Buae NOBTOPAOLLMXCA
NPUCTYMNOB TOHUKO-K/IOHNYECKNX CYAOPOr C OCTaHOB-
KO AblXaHWs M NOTepell CO3HaHUS, PE3NCTEHTHbIX K
BBEAEHMIO T/IIOKOHaTa Kanbuus. KynupoBaTb crartyc
y4a10Ch /INLWLb B OTAENEHUN peaHuMauumn nyTeM BHYT-
PYBEHHOIO BBELEHMWS penaHnyMma, a 3aTeM TUOoMneHTana
HaTpusi Ha (hOHe MOCTOSAHHOM KanefbHOW WHGY3MK
60nbLINX 403 XNopuba Kanbums. B nocnegytowem 60nb-
HOW 6bIN BbINUCaH C PEKOMEHAAUUAMN NPUEMA IIHOKO-
HaTa Kasbuus o 20 TabneTtok B cyTkn, AT-10 no 5 Ka-
nenb 3 pasa B AeHb, hrHAencmnHa no 0,6 r B cyTkn. B Te-
YyeHWe MecsLa COCTOSAHME OCTaBa/loCb CTabWU/IbHBLIM, 3a-
TeM BHOBb BO3HUK/AM 3NUAENTU(POPMHbIE NAPOKCU3MBbI.

Mpu ocmoTpe: TENOCNOXEHWE MpaBU/IbLHOE, POCT
170 cm, macca Tena 69 kr. Iynbc 70 B MUHYTY, pPUT-
MUUHbIA. AL 140/80 MM pT. cT. MONOXUTENBHBIA CUM-
nTtom XBocTeka. [leyeHb MO Kpato pebepHoi ayru.
LLinToBMAHaA >enes3a He yBenn4yeHa.

O6wmit aHanNn3 KpPoBM N MouUU 6e3 N3MEHEeHU. B
BUOXMMUNYECKOM aHa/In3e KPOBU YMepPeHHas runepnam-
NUAEMKWSA, TOBbILIEHNE YPOBHA (PUOPUHOreHa: Xosne-
CTepuH 6,6 MMOAL/N, IMNonpoTenabl HA3KOW N0THO-
ctv 5,8 r/n, ¢gmnbpuHoreH 6 r/n. [pyrve nokasarenu
OCTaBa/IUCb B Npeaenax HOpMbl: 0bLmin 6enok 76,7 r/n,
MoueBuHa 5,3 mmone/n, ANT 24 EA, ACT 21 E[l, 6mn-
npy6uH 12,5 MKMonb/n, uepynonnasMuH 199 Hr/n
(Hopma 117—249 mr/n). BblsiBNeHO CHWXEHWE YPOBHS
NTr go 3,7 nr/mn (Hopma 10—62 nr/mn), MOHU3NPO-
BaHHOro Kanbuusa o 0,51 mmons/n (Hopma 1,17—1,29
MMO/Ib/N). YPOBEHb APYIUX 3/1EKTPOSINTOB He MeHs-
cs: Kanuin 4,1 mmons/n, HaTpuii 139 mmonb/n, xnopu-
Abl 100 mmonb/n.

Ha 3KI durKcnpoBanmchb yaiMHEHNE 3f1eKTpuye-
ckoi cuctonbl (Q—T) go 0,5 ¢, anddysHble HapyLue-
HUA npoueccoB penonspudaumn.  KpaHunorpadus:
06bI3BECTBNEHNE AMadparMbl TypeLKoro cefna, op-
Ma 1 pasmepbl cefsia He U3MeHeHbl (caruTTajibHbIn 10
MM, BEPTUKa/IbHBIA 8 MM). D3I yMEPEHHO BblpaXXeH-
Has 3aNWaKTMBHOCTL (MpeobnagaeT Men/IEeHHOBOJ/THO-
Bas aKTMBHOCTb B pPUTMe AefnbTa-BOJIH). OX03HUuedha-
norpagusa: BHyTpuyepenHas runepTeHsns, CMeLLeHUs
CPeAVHHbIX CTPYKTYp HeT. MarHMTHO-pe3oHaHCHas
ToMorpausa rosioBHOro Mmosra: Ha T1-B3BeLUEHHbIX
N306paXeHMAX B aKCUa/IbHbIX W CarnTTa/lbHbIX M/0C-
KOCTSIX OnpefensieTcs nartonornveckoe pudgysHoe
YCUIEHNE WHTEHCUBHOCTU MarHMTHO-PE30HAHCHOIO
CUrHana OT CKOp/yMbl, YeyeBULEOOpasHbIX faep, 06-
acTy nogyLlek Tanamyca ¢ 06enx CTOpoH. MarHUTHO-
pe3oHaHCHbIN curHan oT 6enoro BewecTBa 061acTu
JlYYnNCTOro BEHLLA C MEPEXOAOM Ha CEMUOBA/IbHbIE LiEH-
Tpbl cnabo AuddysHo ycuneH Ha T2-B3BELUEHHbIX
n3obpaxeHusix. Cyb6apaxHougasnbHble MPOCTPaHCTBa
Mo BCeii MOBEPXHOCTM MO3ra YMEPEHHO pPaBHOMEPHO
pacwmpeHbl. MUHOANNHBI  MO3)KEYKA ONyLLUEHbl B
60/1bLLUOE 3aTbl/IOYHOE OTBEPCTME HWXKE JIMHUU Yem-
6epneHa He MeHee YeMm Ha 4 mm. CybapaxHouganibHoe
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NPOCTPaHCTBO Ha 3TOM YPOBHE Pe3K0 CY>KeHO. BbicoTa
rmnogmsa paBHOMEPHO CHWKeHa [0 2—3 MM. 3ak/lto-
YeHMe: NPU3HAKU HelpoaereHepaTMBHOro 3aboseBa-
HUA ¢ nopaxeHnem 6asasibHbIX raHrMeB U auddys-
HbIMW NEeNKOANCTPONYECKNMU WU3MEHEHUAMU, Kap-
TWUHa "4acTU4YHO nyctoro™” Typeukoro cegna (MTC).

KoHcynbTauus okynucta: apredakma ob6oux rnas,
rMnepTeH3vBHasA aHrmonaTus CeTyaTku, 4YacTUYHas
aTtpodus 3puTeSibHbIX HepBOB 060MX rna3. KoHcy bTa-
Uus HeBpoJsiora: sHueanonaTus, CUMMNTOMaTMYyecKas
anunericua ¢ npuctynamu grand mal Ha poHe OCHOB-
Horo 3aboneBaHusa (runonapaTvpeos).

Mpy aHann3e JaHHOro cnyyas npexze Bcero obpa-
LaeT Ha cebs BHMMaHVe TpaHchopMauma Mposse-
HWii 60Me3HN: MOCTEMEHHOE YTSHKENEeHWe TeYeHUs U
nepexof OT K1acCUYeCKNX NPUCTYMNOB TETAHUN K 3MNu-
NenTUOPMHbIM NapOKCM3MaM C MOTEPEN CO3HaHUS,
BMN/IOTb A0 PasBUTMA 3NUNENTUYECKOro craryca. B nu-
TepaTtype MMelTCa eAVHUYHbIE OMMcaHuAa status epi-
lepticus y 60/1bHbIX C rMnonapaTMpeo3om. B ogHoOM co-
06LEHUN 3NNNENTUYECKUIA CTATyC CTan NPUYNHON M-
6env naumeHTa [7], B Apyrom onuvcaH 6eccyopoXKHblii
BapuaHT cTaTtyca y MY>XUYMHbI C NANOMNATUYECKUM [U-
nonapatupeosom [10]. M3BecTHO, 4YTO NMOTeps CO3Ha-
HWSA BO BpPeMs NMpucTyna TeTaHUnM NpeacTasseT coboi
[OCTaTOYHO peaKoe AB/eHME 1 TpebyeT 06A3aTeNbHOro
nposegeHNs AndepeHUMNanbHOro amarHo3a ¢ anum-
nencuen. PasrpaHu4veHue aTux AByxX 3aboneBaHwUi yc-
NOXKHAETCA TEM, UTO TUMOKA/IbLMEMUS MOXKET MPOBO-
LUMpoBaTh pasBuTME 3MUCUHAPOMA C MOsIB/IEHNEM Bbl-
COKOaMMINTYLHON Me[/IEHHOBO/IHOBOW aKTMBHOCTYU
Ha Q3I. OT reHyMHHO 3NMAencnn Takne NapoKCcus-
Mbl OT/IMYaeT GnaronpusaTHasa AuHamuvka 33 npu
[OCTUMXXEHMN HOpPMOKanbuuemmn [2].

SnncnHAPOM MNpu runonapaTnpeocse Hepeako Ha-
6n08aeTcs y 60MbHbIX C BHYTPUYEpenHoi Kanbungum-
Kaumeri. OTNOXeHWEM KasibLMsA MOXHO OO6BACHUTH
yCWIeHne MarHMTHO-pPe30HaHCHOro CUrHana oT nog-
KOPKOBbIX CTPYKTYp Y AaHHOro 60nbHOro. MokasaHo,
4TO Ka/ibUMMKaLUA Npy rmnonapaTMpeose MOXeT 3a-
TparveaTtb 6a3asibHble raHrnK, pexxe 6eoe BeLLeCTBO,
Tanamyc, MO3)Xe4oK 1 cTBo/ mo3ra [6, 8, 9]. C Ka/ib-
unukaunen aTUx OTAENOB CBA3AHbl KMHUYECKMe
CMMMTOMbI nopaxkeHnsa LIHC npu runonapatnpeose,
KOTOpble MOTYT BK/OYaTb B CEOSA MCUXUYECKMEe Hapy-
LeHWs, 3aNunencuto, NapKMHCOHU3M 1 Apyrue HeBpo-
flornyeckme paccTpoinctsa [2, 14].

O6bI3BecTBNEHME BasaibHbIX raHrines (OBIM), Hepea-
KO 0603Ha4yaeMoe Kak cuHapom dapal, ABiseTcs xapak-
TEPHbIM, HO HeCrneunpUYHbLIM NPU3HAKOM runonapaTu-
peosa. M3BecTHO, uTo OBIT BCTpeuaeTcs cpeam 60/MbHbIX
C anunencuen, AeMeHUMeid, MUTOXOHAPUAILHON 3HLE-
thaniommnonatmen, AeTCKAM LiepebpanbHbIM Napanmyom un
OPYTUMUW HEepPBHbIMK 3a60/1€BAHUAMMN, @ TaKXKe Y NnL, He
UMEIOLWNX KIUHUYECKMX MPU3HaKoB natonorum LIHC.
OnwucaHbl criopagnyeckue 1 cemeiHble popMbl CUHAPO-
Ma Papa; cunTaeTcs, YTO HacnefoBaHMe MOXET OCylle-
CTBNATLCA KaK MO ayTOCOMHO-pPeLLecCUBHOMY, TakK 1 Mo
ayTOCOMHO-4OMWHaHTHOMY BapuaHTam [3, 4, 12]. OTme-
YEHO, YTO Yy NaUMEHTOB, He CTpajatloLmMx runonaparmpe-
030M, 00bI3BECTB/IEHWE HOCUT YaCTU4HbIA (“0Kanun3o-

'T. Fahr BnepBble onucan HeaTepoCKNePOTUYECKUI KasbLy
HO3 COCy/A0B rofioBHOro mosra B 1930 r. (uuT. no [1]).
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BaHHbIN™) XapakTep, B TO BpeMS Kak npuv runonapatupe-
03e HabnogatoTes BblpakeHHble ("anddy3Hble™) dopmbl
OBl [12]. 'HTepecHO, 4TO 3KCrpanMpaMuiHble HapyLue-
HUA UMET Wb 0KoMo 20% 60/bHBLIX C CUHAPOMOM
®dapa, y OCTa/IbHbIX NaLMEHTOB KINHUYECKME MPU3HAKN
nopaXxeHnsi 6asaibHbIX FaHrIMeB OTCYTCTBYHOT [9], uTO
MMeNo MeCTO B MpeacTaB/ieHHOM Cry4ae.

CoueTaHHOe pa3BUTWE runonaparmpeosa u ropa-
YKEHUA MOAKOPKOBLIX LEHTPOB BO3MOXHO TakKXe npwu
60ne3Hn BunbcoHa—KoHOBanoBa B pesysbtarte 0TN0-
YKeHNS Mean B MapalinToOBUAHBLIX Xefesax U NofKop-
KOBbIX fgpax [2]. OTcyTCTBME TakKuX XapaKTepHbIX
nposisneHnin 6onesHn BunbcoHa—KoHOBaNoOBa, Kak
renatomeranvsa, konbua Kailizepa—dnewHepa, pae-
MEHLMS, 3KCTpanMpaMunaHble pacCTPOMCTBa, a Takxke
HOPMa/IbHbIN YPOBEHb Liepy/ioniasmMmHa B KPoBU 1 pe-
3yNbTaTbl MeYeHOUHbIX TECTOB MO3BONW/IVN OTBEPrHYTb
3TOT AMarHo3 y HabngaeMoro HaMmm nauymeHTa.

MpepncTaBneHHbIN CyYaii ABASETCS NePBbIM OMMUCAHM-
€M COYeTaHHOro pasBmUTUA UAMOMNATUYECKOrO rnrnonapartu-
peosa, OBI", aHUehanonatum, nelikoancTpogpun, atpohnm
3puTeNibHbIX HepBOB U cnHapoma MTC. PaHee C. Billard n
coaBT. [4] Bbigenunu BapuaHT OBIT, NnpoTeKatoLLWii C 3H-
ueanonatmein, o4aroBoli gemMuennHM3aLmen, aereHepa-
Lmeii ceTyaTKM UK aTpodmneli 3puTe/bHbIX HEPBOB, a Tak-
)KE C HaHM3MOM U MUKpoLedanmenn. M'eHeTnyeckas npu-
poja M natoreHes MofO6GHbLIX CUHAPOMOB B HacToslLLee
Bpems He BrOJIHe ACHbI. B nuTepaTtype onvcaHo HECKO/b-
KO CnyyaeB pa3BuTUA runonapatupeosaun MNTC y geteid [5,
13]. Mo-BugMmMomy, npsmas MNPUYUHHO-CNEeACTBEHHAA
CBA3b Mexay runonaparmpeosom n TTC oTcyTCTBYET.
Hanbonee BepoATHOI npuunHoii hopmmpoBaHus MTC y
Hab/1104aemMoro Hamy 60/1bHOM0 ABUIUCH BHYTPUYEpEernHas
rvnepTeHsns n rugpouedanms.

MpegcTaBneHHoe HabMOAEHME AEMOHCTPUPYET, 4TO
NAMoONaTUYECKUI TUNOoNapaTupeos MOXET MPOTEKATb Kak

HEeYyK/IOHHO Mporpeccupytowee 3aboneBaHue, NpuUBOAs-
Lee K Tshkenomy nopaxkeHunto LIHC. Ocoboro BHMMaHuA
3aCNy>XMBaKOT 60/bHbIE TMMONapaTUPE030M C 3NUNenTK-
(DOPMHbBIM CUHAPOMOM, Y KOTOPbIX BO3MOXHO pa3BuUTHE
anunenTu4yeckoro cratyca. B komnnekc o6cnefosBaHus
Taknx NalmeHTOB cnepyet BKAYaTh I3IT, a TakKe mar-
HUTHO-PE30HAHCHYI0 TOMOrpaguio rO/0BHOMO MO3ra.
Llenecoobpa3sHo COBMEeCTHOe BefeHMe 3TUX BOJbHbIX
crneyunanncTomM-3HA0KPUHONOIOM Y HEBPOJIOTOM.
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3KCMNPECCU4A 5°-0ENOAMHA3BLI B PA3/TNUYHbBIX OMNYXO/IAX LM TOBUAHOW

JKEJIE3bI!

JlabopaTopusi 6GUOXMMUN TOPMOHOB (3aB. — akag. AH Pecny6nmkmn ¥Y36ekuctan HA. X. TypakynoB) VHcTUTYTa

6uoxumun AH Pecny6nvkn Y36ekucTtaH

5'-[leiiogMpoBaHmne ABSIeTCA Ba>KHbIM NyTeM MeTabonmama Td onpefenssi ero 60/bLUyl0 pofb Kak nporopMoHa ana T3. T4 meTa-
6onmsvpyeTca ayms 5'-geiiogupytowumu aH3uMamn: A1 u A, KoTopble KOAUPYITCA PasnnyHbIMKU reHaMu, perympyoTcs pas-
JMYHBIMW CNOCcob6amMK 1 IKCMPECCHPYTCA B pasHbIX TKaHAX. Llenbio HacToAweln paboThl ABUNOCH U3yyeHne skcnpeccun A1 v O
B HOpMeE 1 B Pa3NNyHbIX ONYXONAX LM TOBUAHON >Kenesbl Yenoseka. bblan ncnonb3oBaHbl 18 06pasLoB WM TOBMAHON >Kenesbl: 10 —
13 onyxoneii 1 8 — N3 HopMasbHbIX, OKPY>KatOLLWX y3/bl, TKaHel WyuToBuAHON >enesbl. PHK, 13onmpoBaHHble M3 TKaHeli MeTOof0M
06paTHON TPpaHCKpUMNLMU ¢ NocnefytoLLein noauMepasHol LienHoi peakumeid, 6binm TpaHckpubuposaHbl o kKAHK. enb-anekTpo-
thope3 nokasan nonocbl, COOTBETCTBYOWMe 777N, H. ana Al wn 796 n. H. ana AW, Hawm akcnepyMeHTbl MOKasain Haamune reHoB
0601X N30hepMeHTOB 5-feliognHas B TKaHAX TUPEOUAHON KapuMHOMBI. [enb-3nekTpoope3 Nokasan pasHblil ypoBeHb IKCnpeccui
MLP-NpoayKTOB B pa3NyHbIX OMyXOnsaX WWTOoBUAHOK >kenesbl ans A1 n A Ha yposHe MPHK.

KrnroueBble cjioBa: WMTOBMAHAS >Kenesa, KapuvMHOMa, afjeHoma, 5'-feliogmpoBaHme.

| BblpakaeM rny6okyto 6narogapHocTb npod. J. Kohrle (FepmaHus) 3a npefocTaBnieHHble npaliMepsbi.

34



