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Pesome

Crarbs mocBsAlIeHa mpobiemMe 3aThLIOYHO-I0€BOH SIMUIETICHHT, ACCOIMIPOBAHHON ¢ HHTPAIAPEHXMMATO3HO! IIBAHHOMOM 3a-
THII0YHOM MoKanu3anui. Oco0eHHOCTHIO 3aTHLIOYHO-T0IeBOM SIIUICIICHH ABIIETC TO, YTO 0OHA cocTasisgeT MeHee 10 % o Bcex
(hopM J0KaTHHO 06YCI0BIEHHBIX ((DOKATBHBIX) SIUJIEIICHH, B CBI3HU C YeM HEKOTOPhIE aBTOPHI CTABAT 0] COMHEHUE ee CyIile-
cTBOBaHUE. TeM He MeHee 3aTHLIOYHO-TO0JIEBAS SIIHMIIEICHUS ABIAETCA BTOPHIM II0 YAaCTOTE IPOABIEHHEM TAKOTO JOCTATOYHO
penkoro o6pa3oBaHus, KAk MHTPAlapeHXUMaTo3HAasd IIBAHHOMA, JTOKAIN30BAHHAS B 3aTHUIOYHOH J0e. B Hameii pabore mpo-
AHATU3UPOBAHBI 15 KIMHUYIECKHUX CIYyYaeB, OMUCHIBAIOIIAX HHTPAIAPEHXIMATO3HY O IIBAHHOMY 3aThIOYHON U 3aTHIIOYHOH/
TEeMEHHOH JIOKATM3aIIH, IPECTaBIeHa aKTyalbHad HH(POPMAIIUS 0 IATOTeHe3e, KINHIUYEeCKOl KapTHHe, JHATHOCTHKE U Jiede-
HUH 3aTHIIIOYHO-I0EBOH SIUJIENICHH ¥ WHTPAaPEHXUMATO3HON IIBAHHOMBI 3aThLIOUHOM Jokanusanuu. Crenanbl BBIBOABI O
TOJTBEPSK/IEHUH CYIIeCTBOBAHUS 3aTHIIIOYHO-I0IEBOM (DOPMBI SIHIETICUH, & TAKKE 0 HEOOXOIMMOCTH IalbHEHIIIEr0 N3y YeHHs
BOIPOCA C 1IeJThI0 PACIINPEHN 3HAHUH 0 TaHHOH ITATOJIOTUH U pa3paboTKH COBPEMEHHBIX METOAUK JEUEHH.

IMens uccrenoBaHNUA — TPOAHATU3UPOBATH KINHUYECKHUE CIIyIay 3aThLIOYHO-T0IeBOH SIUIETICHH, ACCOITMMPOBAHHON C HHTpA-
IapeHXUMaTo3HO! IIBAHHOMOMU.

ITo pesynpraTam aHaIn3a U3BECTHBIX KIMHUIECKHUX CIYYIaeB MbI 00HAPYKUIH, YTO SIUNENITHICCKIE TPUTIALKH TBIAIOTCA BTO-
PBIM IO YACTOTE CUMIITOMOM B KIMHUYECKOH KapTHHE HHTPAIAPeHXMMATO3HOH IIBAHHOMBI 3aTHITIOYHOH U TEMEHHO-3aThLI0Y-
HoO#t mokanusanuu. Takum 06pasoM, 5TO He MOKET He T0Ka3bIBATH BO3MOKHOCTH TOCTAHOBKY AUATHO3a «3aThIIOUHAS SITUJIET-
cHs».

3aThUI0YHO-107I€Bas SIHUIIEICUS ABIAETCA Hanboree PeJKoil, a 10 MHEHHIO PsAJia aBTOPOB, H BOOOIIIE He CyIecTBYIIel (hopMoit
JIOKaTbHO 06ycioBneHHO# ((hokanpHoi) snumencun. CyiecTBOBaHNE 3aTHLIOYHOM SMUIEIICHH KaK JHATHO3a TIOATBEPKIaeTCI
TeM, YTO OHA ABJAETCA BTOPHIM II0 YACTOTE CHMIITOMOM, BHIBISEMBIM y IAIIHEHTOB C MHTPANIAPEHXMMATO3HOU ITBAHHOMOU
3aTHLIOYHON N0JH. BesycinoBHo, fanpHelne KInHIYecKre Ha6I0AeHrs, MOP(OIOTHIECKIe U TeHeTUIECKHe UCCIe[OBaAHN
pacIIupsAT 3THONATOTeHETHYECKOe IIPe/ICTABIEHHE O CYIIECTBYIONINX JTOKATBHO 00YCAOBIEHHBIX 3aTHIIOYHBIX (DOPMAX SIUIIEI-
CHH, aCCOI[UMUPOBAHHBIX C OIYXO0JIEBBIM IPOIIECCOM, UTO, B CBOIO 0Y€PE]Ib, II03BOJIHUT BIFIOTHYIO IIOAOKTH K pa3paboTKe COBpeMeH-
HBIX CTPaTeruil MepCcOHATU3UPOBAHHOTO JIEYeHUA HETIOCPEACTBEHHO 3aThLIOYHOMN SITHIIETICHH.

KiaroueBbie cioBa: 3aThIIOYHAS SITUJIEICHS, HHTPATIAPEHXMMATO3HAS IIBAHHOMA

Onsa murupoBanusa: Bacusenro A. B., Ipyacununa B. E., Cebenes K. H., Jlasposckuii II. B., Yaumun A. IO. 3a-
MbLA0UHO-00.1€805 ANUAENCUA, ACCOYUUPOBAHHAL C UHMPANAPEHXUMAMOIHOU UWBAHHOMOU 3AMbLAOYHOU LOKA-
AU3AYUL: COBPeMEeHHbLI 832420 Ha npobaemy [/ Pocculickuil Helipoxupypzuieckuil scypraa um. npog. A. JI. Ilo-
nenosa. 2024. T. XVI, No 2. C. 138-149. DOI: 10.56618/2071-2693_2024_16 2 138.
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Abstract

This article is dedicated to the problem of occipital lobe epilepsy associated with intraparenchymal occipital schwannoma
localization. The peculiarity is that occipital lobe epilepsy accounts for less than 10% of all forms of locally determined (partial)
epilepsies, which is why some authors doubt its existence. Nevertheless, occipital lobe epilepsy is the second most frequent
manifestation of such a rare condition as intraparenchymal occipital schwannoma localized in the occipital lobe. In our study,
15 clinical cases describing intraparenchymal occipital and occipital/temporal localization of schwannoma were analyzed, and
up-to-date information on the pathogenesis, clinical presentation, diagnosis, and treatment of occipital lobe epilepsy and
intraparenchymal occipital schwannoma was presented. The conclusions were made about confirming the existence of occipital
lobe epilepsy and the need for further research in order to expand knowledge about this pathology and develop modern treatment
methods.

Aim - to analyze clinical cases of occipital lobe epilepsy associated with intraparenchymal occipital lobe schwannoma.
According to the results of our analysis of known clinical cases, we found that epileptic seizures are the second most frequent
symptom in the clinical presentation of intraparenchymal occipital and occipitoparietal schwannoma. Thus, this cannot but
prove the possibility of diagnosing “occipital epilepsy.”

Occipitoparietal epilepsy is the rarest form of locally determined (focal) epilepsy, and according to some authors, it does not exist
at all. The existence of occipital epilepsy as a diagnosis is confirmed by the fact that it is the second most frequent symptom
detected in patients with intraparenchymal occipital lobe schwannoma. Undoubtedly, further clinical observations, morphological
and genetic studies will expand the etiopathogenetic understanding of existing locally determined occipital forms of epilepsy
associated with tumor processes, which in turn will allow us to approach the development of modern strategies for personalized
treatment of occipital epilepsy.
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A IEeMHOTIOT U

Ilo maHHBIM pPa3IUYHBIX UCTOYHUKOB, 3aThI-
JIOYHO-0JIeBAsA, WM 3aThUIOYHAS, HIIUJIEICHS
cocraBisaeT meHee 10 % ot Bcex hopM JTOKATHHO
00ycnoBieHHBIX (poranbHbIX) snnnencui. B cBs-
31 C 5TUM MHOTHeE aBTODBI, yKas3blBad Ha KpalHe
HH3KYI0 BCTPEYAEMOCTh 3aThLIOYHO-I0JI€BOH SIIH-
JIETICHH, JasKe [T0{BEPTajIy CKEIICHCY caMo ee CyIie-
crBoBauue [1-5]. To mpociexuBamIocs B paborax
yuenbix XX B. u, 6€3yCI0BHO, OBIIO CBI3aHO C HE-

J0CTATOYHOM MH()OPMATHBHOCTHIO THATHOCTHYE-
CKHMX METO/IOB — 9JIEKTPO3HIIe(aIorpapuIecKux u
HeHPOBU3yaU3aIIUOHHbBIX. ¥BbI, JaHHOE 00CTOd-
TeJIbCTBO HE MOTJIO He OTPA3UThCA U Ha IIOAX0max
K neuenuio. Ilo ceii meHb He cyliecTByeT paspa-
60TaHHOTO AJITOPUTMA aHTHAIUIEIITHIECKOTO Jie-
YeHUS 3aThLIIOYHBIX (POPM SIUIIEIICHH, & CAMO II0-
HATHE «3aThIIIOYHBIN aHTUSIIHUIEITUYECKUH IIpe-
mapar» BooOiie orcyrcTByer. Tem He MeHee ayis
IIPUCTYIIOB 3aTHIJIOYHOM JIOKAMN3AIUN XapaKTep-

POCCHUHUCKHNI HEMPOXUPYPTUUYECKHUM KYPHAJI umern npodeccopa A. JI. [lorenosa
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OB3OPLI JIUTEPATYPHI U KJIMHUYECKHE C

Ha crernuduieckas KINHHUYECKAsd KapTHHA, IIPH
KOTOPOM TOpa:KeHHs BeIlecTBa TOJIOBHOT'O MO3-
ra CTPyKTYPHOTO xXapakrepa (OILyX0Jb-aCCOIUH-
POBAHHOTO, IIOCTTPABMATHYECKOTO U Ap.) HAubo-
Jiee 4acTO NPHUBOAAT K BO3HUKHOBEHHUIO DIIHJIEII-
ToreHHoro ouara [6-9]. Tak, u3BecTHO, YTO OTHOK
13 HanboJjee 4acThIX IIPUYUH PA3BUTHUSI 3aThLIOY-
HOM SIHUJIETICUH SBISIOTCI HOBOOOpasoBaHwus 3a-
THIJIOYHOH OJH, B YACTHOCTH, HHTPAIlapeHXUMa-
To3HbIe IBaHHOMGBI. [[[BaHHOMA, MM HEBPUHOMA,
ABJISIETCS OILyXO0JIbI0 HEPBHOM CHCTEMBI, 06pasyIo-
mie¥ica U3 IIBAHHOBCKUX KJeTOK. lIpu aTom BHY-
TpUUYepeIrrHble NIBAHHOMBI COCTABIAIOT 7—-8 % oT
BCeX OIIyXOJied IeHTPAaJIbHOU HEPBHOU CHUCTEMBI.
Béapmas yacts U3 HUX BOSHHUKAET W3 YEPEITHBIX
HepBOB — TpoiiHuYHOro [10], mumesoro [11] u mpe-
WMYIIECTBEHHO W3 BECTHOYISPHOM YacTu Mpef-
IBepHO-yn1uTKoBOro Heppa [12; 13]. Menee 1 %
BHYTPHUYEPEITHBIX NIBAHHOM IHpPEICTaBJIE€HbI HH-
TpamapeHXuMaTo3HbIMU (IIOJIyIIapHBIMK) HOBO-
00pa30BaHUAMHE, He CBI3AHHBIMH C YEPEIHBIMHU
HEepBaMH, ¥ TOJBKO 15 OIMHMCAHHBIX B JUTEPATYpPeE
cllyyaeB MMPUXOMUTCTI HA INTBAHHOMY 3aThIIOYHOMH
U TEeMeHHON/3aThIIOYHOHN noaei. Yalne Bcero mH-
TpamapeHXuMaTOo3Hasd IIBAHHOMA pa3BUBaeTCH

JlanHsble 15 KITHHHYECKHX CIy4aeB, IOy IeHHbIE
B pe3y/JbTaTe NPEeAbIAYIINX HCCAeT0OBaAHUI

Data from 15 clinical cases obtained as a result of
previous studies

Yucno onucan- Bospacr
AgsTopsI HbIX kauHMYe- | Tox | mamumen- | ITox
CKHX CIIy4aeB TOB, JIET
Shalit et al. 1 1982 29 K
Stefanko et al. 1 1986 15 M
Zhao et al. 1 1994 38 M
Sharma et al. 1 1996 19 K
Erongun et al. 1 1996 4 K
Haga et al. 1 1997 15 K
Horgan et al. 1 1998 27 M
Xu u Wang 1 2002 61 K
Taghi}iour et 1 2008 30 M
al.
Ishihara et al. 1 2009 5 M
Consales et al. 2010 M
Parades et al. 2 2011 19 M
2011 32 M
Ten et al. 2018 19 M
Alayyaf et al. 2019 18 M
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y maiueHToB BospacTHo# rpynmbl 10-30 met. o
40 net MIBaHHOMA Yallle JUATHOCTUPYETCA y MY K-
uuH, mocie 40 jget -y :xeumuu [14, 15]. B pacemo-
TPEHHBIX HAMU 15 KIMHUYECKUX CIIy4adX IIBaH-
HOMa 3aTBIJIOYHOH U TEeMEeHHOI/3aThLJIOYHON J0-
sie# ObLa obHapy:keHa y 10 My K4YMH U 5 jKeHII[HUH
(rabauna). CaMbIii MOJIOZOM MAIIMEHT HAXOIHJI-
cd B Bozpacre 4 JeT, caMbli IIOKUION — B BO3pac-
Te 61 roma, cpeqHUI BO3pPACT MAIMEHTOB COCTa-
Bun 22,5 roga. HaubonbIiiee Koau4ecTBO ciyda-
€B IIpe/icTaBJIeHO BO3pacTHOU rpynmoi ot 10 1o 19
met (rabmuna). Yucno my:xxuuH B ciaydasx m0 40
JeT mpeobaazaao Haj YHUCIOM JKEHIIUH, YTO CO-
OTBETCTBYET IIPUBEIEHHON paHee CTATUCTUKE WH-
TpanapeHXUMaTO3HbIX IIIBAHHOM.

JdTuomaroreHes

IlTBanHOMBI 06pasyioTcd #3 IIBAHHOBCKUX
KJIETOK, TIOKPBIBAIOIINX aKCOHBI CEHCOPHBIX, MO-
TOPHBIX W [BUTATENIbHBIX HEPBOB. B HacrodIee
BpeMsd B JIUTEPAType MOMKHO BCTPETUTH HECKOJIb-
KO TeOpHi BO3HHKHOBEHHS mBaHHOM. Hawmbo-
Jlee pacrpoCcTpaHEeHHbIH BapUaHT BHYTpUUepel-
HOH IIBAHHOMBI — 3TO IIIBAHHOMA, obpasymas-
cAd U3 BHYTPUUYEPEITHON YACTH YEPEIHBIX HEPBOB
nucranbHee 30HbI Ob6epiiTaiinepa — Pegnuxa, rue
IIIBAHHOBCKHE KJIETKH 3aMEeHAIOTCA Ha I'/InaJIbHbIE
[16]. IpyruM HCTOYHHUKOM IIIBAHHOM BHYTpHYE-
penHoﬁ JIOKAQJIU3aIlluu ABJIAITCI 9€PeIrHO-M03ro-
BbI€ HEPBbI, OOUJIHHO WHHEPBUPYIOIIHE TBEPIYIO
M03T0BYI0 000mouky [16, 17]. Hamuuwue ke meau-
HOBCKHX KJIETOK B ITAPEHXUMeE I'OJI0BHOTO MO3Ta He
SIBJISETCS €CTEeCTBEHHBIM JIJIS IIEHTPAIbLHON HEepPB-
uoit cuctembl (ITHC). CoriacHo omHOM U3 TEOPHIA,
IIBAHHOMBI 00pasylTCs W3 IIBAHHOBCKUX Kie-
TOK IEePUBACKYIAPHBIX HEPBOB. B MUEIHMHU3UPO-
BAaHHBIX BOJIOKHAX Ha OAHY YaCTh aKCOHA IIPHUXO0-
IUTCA OfHA IITBAHHOBCKAA KJIETKA, B TO BpeMd Kak
B HEMHEIWHHU3UPOBAHHBIX BOJOKHAX IIBAHHOB-
CKas KJIeTKa MOKeT KOHTAKTHPOBATh C HECKOJb-
KUMHU COCEJHUMH aKcoHamMu. Tak:xke B HEMHUEH-
HU3HWPOBAHHBIX BOJOKHAX JiBe U 6oJjiee IBAHHOB-
CKHUX KJIETOK MOTYT COBMECTHO 000pavYuBaThCI BO-
KpYyT OfHOI uacTu akcoHa [16]. Hemuenunusupo-
BaHHBIE BOJIOKHA COIIPOBOKIAIOT COCyIbI 6Goiee
Mesikoro kanubpa [18], Ho B mHCTAIbHBIX COCYIAX
MeHbIIe aKCOHOB. Takum 06pas3oM, B I[eJI0M KOJIH-
YeCTBO IIBAHHOBCKHUX KJIETOK B JUCTAJBHBIX CO-
cylax MeHbllle, 4eM B IIePUBACKYIAPHBIX HEPBAX,
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CBABAHHBIX C cocydaMu OOmbiiero xanaubpa [16].
CremoBarenbHO, BEPOITHOCTD PA3BUTHA IIBAHHO-
MBI ¥3 IIIBAHHOBCKOH KJIETKH, CBI3aHHOM C COCY-
oM 60IbIero Kaaubpa, BhIIIe.

I. Feigin u J. Ogata npeniooxuiu, 4To BaH-
HOBCKHE KJIETKHU MOTYT 00pasoBBIBATHCA U3 ILIIO-
PUIIOTEHTHBIX ME3eHXMMAJIbHBIX KJIETOK B IIEH-
TpanbHOM HepBHOU cucreme [19]. Ilo Bepcum
D. S. Russell u L. J. Rubinstein, rucromoruyeckas
CXOJKECTh HEHPOSKTOMepMAalbHBIX IITBAHHOBCKUX
KJIETOK W Me30/epMajbHbIX KJIETOK MATKOH MO3-
roBof 06OJIOYKY IO3BOJISIET IIPEAIOIOKUTH, UTO
IIBAHHOBCKUE KJIETKM IIOIBJIAIOTCA B Pe3ybTa-
Te TpaHC(OPMAIIUK ME3EHXUMAIbHBIX MTHATbHBIX
raerok [20]. B. Ramamurthi et al. npexgmonarasnm,
49TO BO BpeMs SMOPHOHAIBHOIO PA3BUTHS KJIET-
KM HEPBHOrO Ipe0HA MOTYT MUTPHPOBATH B IIEH-
TPaJbHYI0 HEPBHYIO CHCTEMY M BIIOCJIEICTBUH
cTarh HAYaJI0M JJ1sd 00pa3oBaHU IIBAHHOMBI [21].
W3 mepBHOro rpebus o0pasyioTcs MIpealecTBeH-
HUKW IIBAHHOBCKHUX KJIETOK, KOTOPbIE SBIAIOTCA
HMCTOYHHUKOM MEJIaHOIUTOB, 9H0HEBPaIbHBIX (PH-
6po61acToB, TapacUMIATHIECKUX HEHPOHOB B AM-
OpHOHANBHBIX ITepuepUIeCKrX HEpBaxX U He3pe-
JIBIX NIBAHHOBCKUX KJIETOK [22-24]. 3 He3penbix
[IBAHHOBCKUX KJETOK 06pasyoTcd MUEINHU3U-
pymolue U HeMHeJIUHU3UPYIOIHUe IIBAHHOBCKUE
kmerku. Teopwus, BeigBuHyTas B. Ramamurthi
et al., mogBepramach COMHEHUIO, TAK KaK U3BECT-
HO, YTO MPEIIeCTBeHHUKH IIIBAHHOBCKHUX KJIETOK
norubaioT BHe cBi3u ¢ axkcoHoMm [22]. Heiipery-
nun-1 IIT Tuma crmoco6CcTByeT BHIKHBAHUIO TIPE/I-
[IIeCTBEHHUKOB IIIBAHHOBCKUX KJIETOK [25] 1 o6pa-
30BAHUIO UX HE3PEJBIX (POPM, CTUMYIHPYET Jee-
HYe IBAHHOBCKHUX KJIETOK. B cBOIO ouepensn, cur-
HanbHBIH IyTh Notch yBenmumBaeT Koam4ecTBO
ErbB3-penienitopor Heiiperynuua-l B mpepiie-
CTBEHHHKAX, 4TO obecreuynBaeT 60bIy0 s dek-
THBHOCTb IIepeflaydl CUTHAJIOB HEeWperyrmHoM-1
[26]. U meiiperymnun-1, u murauas Notch skcmpec-
CUPYIOTCA IPEUMYIIIECTBEHHO Ha aKCOHAX.

Jlnst pasHBIX cTaguii pasBUTHA IIBAHHOBCKOH
KJIETKH XapaKTepeH ompeeaeHHbIH Habop Moe-
KyJsIpPHBIX MapkepoB. Tak, [/ KIeTOK HEPBHOTO
rpebus xapaxkTepHbl Mapkepbl AP20 1 SOX10, n1a
[pelIeCTBEHHUKOB IIIBAHHOBCKUX KJIETOK — Map-
reper SOX10, AP2a, kagrepun-19, BFABP u PO,
IUUIST HE3PEeNbIX W 3PEJIbIX IITBAHHOBCKUX KJIETOK —

SOX10, BFABP, PO, GFAP u S100 [27]. Mapxepsb1
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SOX10 u AP20 mpucyTCTBYIOT B 3KTO[IepMe, B TO
BpeMms Kak maprepbl PAX7 u PAX3 6b11u 06HADY-
sKeHbl B Mesogepme. Ucxoms us aroro, I. Paredes et
al. mpexamoo:KMIN, 4TO OOHAPYKEHHE ojIee Mo3]1-
HHUX MapKepoB MOATBEPIAUT TEOPHUIO MIPOUCXOKIE-
HUA IIBAHHOMBI U3 IITBAHHOBCKUX KJIETOK ITIepUBa-
CKYJISIPHBIX HEPBOB, IPUCYTCTBHE 0Oojlee paHHUX
MapKepoB OyJeT 03HAYATh IPOUCXOKTCHUE [ITBAH-
HOMBI U3 MUTPUPOBABIIUX KJIETOK HEPBHOTO rpeb-
Hs, a mapkepbl PAX7 u PAX3 yraxyt Ha miro-
PHUIIOTEHTHBIE Me30[epMaibHbIe KIeTKH MSITKOH
MO3TOBOM O0OJIOUKHM B KaueCTBE HCTOUYHUKA OILy-
xomu [27].

Ilarorenes smwiencum, AacCOIUMPOBAHHOM
C OIIyXOJbI0 TOJIOBHOTO MO3Ta H, B YACTHOCTH,
¢ MHTpallapeHXHMMAaTO3HOH IIBAHHOMOM, Ha [IaH-
HBIM MOMEHT /10 KOHIIa He usyueH [28, 29]. Jloruu-
HO IIPEJIIONIOKUTE, UTO IIATOTeHe3 SIIUJIEIICUH Oy-
€T UMeTh OIpeJeSeHHbIE OTIUYUA B 3aBUCHUMO-
CTH OT THCTOJIOTHYECKUX XAPAKTEPUCTUK OIyXO-
au. Tem He MeHee cumTaercd, 4To 60IblIee 3HAYE-
HHe JJId SIUJIENITOTeHe3a MPH OIYXO0JIIX TOJIOBHO-
ro MO3Ta UMEIOT M3MEeHEeHUs, BOSHUKAIIIHAEe B IIe-
PUTYMOPO3HOH 30HEe. B mepuTymMoposHOH 30HE,
B OTJIMYHE OT 3[[0POBOM TKAHH, OTMEUYAETCH Iepe-
pacmopejiesienre ¥ U3MEHEHHE CHHAITHYECKUX IIy-
3BIPBKOB. IIOBBINIIEHHE YPOBHS IMEPUTYMOPO3HO-
ro pH npuBoguT K GJIOKMPOBAHUIO KAJUEBBIX Ka-
HaJo0B, yBeanueHuio yposusa Na+ u Ca2+ Bo BHe-
KJIETOYHOM ITPOCTPAHCTBE U MOBBIIIEHUT0 BO30OYIHU-
MOCTH HeHpOHOB. HapyIrenue B peryasmnuu perer-
TOpPOB raMmma-aMmuHoMacassHou kucaotel (TAMK) u
NMDA npuBoAuT K CHHKEHUIO TIOIABJIEHUS BO3-
OynumocTu HepoHoB. Ocoboe BHUMAHUE B IIATOTe-
Hese OIIyX0Jb-ACCOIMUPOBAHHOMN DITHJIEIICHU yIe-
JISIOT HAPYIIIEHWIO HeMPOTPAHCMHUCCUH Iy TAMATA.
IloBbIIIeHHAS KOHIIEHTPAIIUA BHEKJIETOYHOTO TILy-
TaMaTa B IEPUTYMOPO3HOH 30HEe IPHUBOAUT K HAPY-
[IeHUI0 OanaHca MeKIY BO30Yy:KIeHHEM H TOPMO-
JKeHUEeM HEeHPOHOB, YTO CBA3BIBAIOT C BOSHHKHOBE-
HUEM CyIOpPO:KHOM aKTUBHOCTH [28-33].

Kaunndyeckasa kapTuHA

TunuyHBIM KIWHUYECKUM IIPU3HAKOM 3a-
THIJIOYHO-I0JIEBOM SIUJIETICUU PAa3IMYHOU DTHUO-
JIOTUHU, B TOM YHCJ€ U OILYyX0Jb-aCCOIIMUPOBAH-
HOM, ABJSIOTCS IIPOCThIE 3PUTEIbHBIE TAJIIOIH-
HAIIUU, OTHOCAIHECA K IIPOCTHIM IMapIiHaIbHBIM
SITUJIETITUYECKUM MIPUCTyHaM 6e3 yTparhl CO3Ha-
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HUS ¥ IPEJCTABIIIIONHe CO00M MATHA OKPYTIJIOH
WX OBAJbHOU (POPMBI, MOABIAOIINECT KPATKO-
BpeMeHHO ¥ (WMJIM) TIepeMellaoliuecs II0 IIOJI0
3peHnsa. K gpyruM THOHYHBIM IPU3HAKAM 3aThI-
JIOUHOM SIHUJENICHHA OTHOCAT aMaBpO03, OIIyIIe-
HUe [BUKEHUS I71a3, BHIHY:KJIEHHOE OTKJIOHEHHUE
B3IIAa (TOHHYECKasd BEPCUs B3INIAA B CTOPOHY),
TpeleTaHue BeK, KIMHUYECKH CXOMKee C IIPOCTHI-
Mu abcaucamu, a Takke TOJ0BHY0 6016 [34-36].
C‘II/ITaeTCH, YTO HUCTOYHHUKOM IIPOCTBIX 3PH-
TeJIbHBIX FaJIJIIOIII/IHaLII/IfI ABJIAITCA OSIIUJICIITH-
dopMHBIE paspanbl, reHepupyeMble B IIePBUYHON
3putenbHOH Kope. Ilpu HapactaHuu 3THUX paspd-
0B IIPOUCXOOUT yCHJIEHUE HUKTAJbHON aKTHBHO-
CcTH U ee pacupoctparenue Ha 18, 19 mona, a Tak-
JKe Ha JpPyT¥e KOPKOBBbIE 00JaCTH, YTO IPUBOIUT
K TPHCOETWHEHWI0 COOTBETCTBYIOIIEH CHMIITO-
MaTuku. Tak, BO3MOKHBIM CTAHOBUTCSA Y3Ke H II0-
ABJIEHUE CJ0KHBIX 3PUTEIbHBIX, 000HITENbHBIX,
CIYXOBBIX TAJTIOIHHAIINHN, PA3THYHBIX aBTOMA-
TH3MOB, IPOTEKAIOIHUX C HAPYIIEHNEeM CO3HAHUA
¥ OTHOCAIIUXCSA K CIOKHBIM MapIUaTbHBIM SITH-
JenTUYecKuM mpuctymnam. [lpu manbHeiimnei re-
Hepaluu paspagoB STUIENTHPOPMHON aKTUBHO-
CTH, HAPACTAHUM UX YACTOTHI M AMILIUTYABI CTA-
HOBHUTCA BO3MOXKHBIM pacIipocTpaHeHue IIaToJIo-
TMYECKOr0 DJIEKTPHYECTBA yiKe He TOJIBKO B IIpe-
JIesax MOJIU UIIU TeMuc@ephl, HO Jake Imepexo; Ha
BTOpOE TOJIyInapue — OuiaarepajbHas CHUHXPOHU-
3alusi aKTUBHOCTH, YTO KJIHNHUYECKHU IIPOABJIAET-
cs pasBUTHEM BTOPHUYHO-T€HEpPAIHN30BAHHBIX Cy-
IOPOKHBIX SMUJIENTHYECKUX IPUCTYHOB [34, 35].
HocraTouHo qIUTEIBHOE OTCYTCTBHE CYIOPOIK-
HBIX IIPUCTYIOB B Ha4yaje 3a00JIeBAHUSA SABIISETCS
OTJIMYUTEIBHONM 0COOEHHOCTHIO KIIMHUYECKOH Kap-
THHBI OOJBIIUHCTBA (POPM 3aTHIIOYHO-T0JIEBOMH
SITUJIETICUUA. 3a4aCTYI0 IMPUCTYIbI IIPUCOCTUHSIIOT-
CA JIUIIb CIIYCTA HECKOJbKO JIET ¢ MOMEHTAa JIe6ro-
Ta 3aTHLIIOYHOMN SIIUJIEIICUU U ABIAIOTCA CIeICTBHU-
€M pacupoCTpaHeHUs WKTATbHOH aKTHUBHOCTHA HA
BHCOYHYIO U TEMEHHO-3aThLIOYHYI0 obnactu. Tax,
HaubOJBIIUN MAKCUMyM 3aperucTpUpoBaH IIpU
3aTHIJIOYHOM MMOCTTPABMATHYECKOH U MTOCTHHQEK-
IIUOHHOU (popMax SITUJIETICUH, IIPU OILYXO0Jb-aCCO-
IUHUPOBAHHBIX 3TOT IIEPHO]] 3aKOHOMEPHO MEHBbIIIE.
BesycnoBHo, Gonee mosnmee pasBUTHE CYIOPOIK-
HBIX MPUCTYIIOB IIPH 3aTHLIOYHBIX (hpopMax dSmu-
JIETICUH II0 CPABHEHUIO, HAIIPUMED, C BUCOYHBIMU
He CTOUT CHUTATh 6JIaI‘OHpI/IHTHBIM IpeguKTOpPOM,
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TIOCKOJIbKY JAHHBIN (PaKT OCIOKHIET CBOEBPEMEH-
HYIO IIOCTaHOBKY JUATHO3a ¥ HAYAJIO JIEYeHHU .

Jlpyroii HHTEPECHOH OTIHYUTEIHHOU 0CObeH-
HOCTBHIO 3aTHIJIOYHO-JI0JIEBOM SITUJIEIICUU ABJIAET-
cAd OTCYTCTBHE CIenuUIecKux M3MEeHEeHUH JTud-
HOCTH, & €CJIM OHU U HPOABIAIOTCA B TeUEHHE 3a-
6oneBaHusd, TO B c1a00U Mepe U He COOTBETCTBYIOT
HY OTHOMY M3 III€CTHU U3BECTHBIX YIIUTHUIIOB.

Yro xe racaerca KIMHUYECKOH KAPTHHBI WH-
TpanapeHXUMaTO3HOW IIBAHHOMBI, TO 3[[eCh Xa-
pPaKTepHbI TOJIOBHAS 00JIb, SITUIEIITUYECKHE IPH-
CTYIIBI, IOBBIIIIEHNE BHY TPUYEPEITHOTO JaBICHNU,
rosoBoKpyskenue u tomnora. Y. Gao et al. mpo-
aHaIM3upPoBaIu 84 KIMHUYECKHUX CIIydasa MHTpPA-
MapeHXUMaTO3HOW IIBAHHOMBI U OIPEIeIUIH,
YTO y IIAI[NEeHTOB B BO3pacTe 10 25 1eT nepBUYIHBI-
M¥ OPOSBJIEHUIMHU MPEUMYIIEeCTBEHHO BBICTYIIA-
10T TOJIOBHAA 00OJb U SMHJIENCHUA, B TO BpeMd Kak
JUIST TIAIIMEeHTOB CTapIIero Bo3pacTa XapaKTepHa
oJaroBas HeBPOJIOTHYECKasd cuMIToMaTuka [14].

B pesynbrare mamero amanusa 15 kauHuYe-
CKHX CJIy4YaeB NAIIMEHTOB C HHTPAapeHXUMaTOo3-
HBIMU IIIBAHHOMAaMU, aCCOIIUMPOBAHHBIMHU C DITH-
Jercuel, ObII0 YCTAHOBJIEHO, YTO CAMBIM YACThIM
KJIUHUYECKUM IIPOSIBJIEHUEM IITBAHHOMBI 3aThI-
JIOUHOM M TEeMEeHHOM/3aTBIIIOYHOU HO0JIeH SBIISIeT-
ca romoBHas 6ok, Kamobbl Ha TOMOBHYIO 60JIb
ObLIH OMMHCAHBI y 7 MAIlHEHTOB, 60JIb HOCHJIA KaK
JIOKaJIbHBIA (MECTHBIN) XapakTep, pacrIpocTpa-
HAACH B 3aTHLIOYHOM 00/1acTH, TaK U AU PY3HbIMA
maBamui. Mplmeunas caabocTh HaOIOmaIaCh
y 4 IanimeHTOB B BUJe reMuIiapesa u y 1 namueH-
Ta B BHJie MOHOIIape3a BepxHeld Koneunoctu. OTex
IUCKa 3PUTEIHHOT0 HEPBA BCTPEYAJCA B KJINHU-
YecKo# KapTuHe 3 marueHToB. J[Boe malueHTOB
IPeAbABIAIN KaJI00bI Ha PBOTY. B omHOM 13 omu-
CaHHBIX KJIMHHUYECKHUX CIydaeB y KEeHIIUHBI 29
JIEeT B pe3yJIbTare IMOBBINIEHHOTO BHY TPUYEPEITHO-
ro faBiIeHUA OBLI OOHAPY:KEH IOpPO3 CIHHKH TY-
PeIlKoro ceiia, 4To, 10 HalleMy MHEHHUIO, BpA]l JIU
MO:KeT OBbITh CBA3aHO C OCHOBHOU HO30JIOTHEH.

Bropbim 110 yacToTE KIMHUYECKUM IIPOABIEHU-
€M cTaja SIMUJIeTCHs, OHa ObliIa JUATHOCTHPOBAHA
y 6 manuenTos. M. Ishihara et al. onucanu cayyai
3aThIJIOYHOM IIIBAHHOMBI y MaibuuKa 5 net. B Bo3-
pacre 2 jieT oH ObLT TOCIUTATHU3UPOBAH II0 IOBO-
Iy CYZOPOKHOTO IIPHCTYyIIa, HO Ha MarHUTHO-pe-
3ouHaHcHOU Tomorpaduu (MPT) 6puta quarsoctu-
poBaHa KHCTa 3a/THEH YepPeITHON AMKH, OIIyX0JIb HE
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ObLa BbigBiaeHA. CIycTa Tpu rojga MOSBHUIACH TO-
JmoBHAA 60JIb, YYACTUINUCH SMUIEITHYECKHE IIPHU-
crynsl, a MPT mokasasna o6pasoBanue guaMeTpoM
1,5 cMm, pacnonaraioiieecs B IapeHXHUMe IIPaBOM
3aTHIJIOYHOM JTOJIH C YACTUYHBIM PACIIPOCTPAHEHH-
€M B TBEPAYIO MO3TOBY0 060049Ky [37].

B 2 u3 5 omucanubIX cirydasx smuiencus oblaa
eIUHCTBEHHBIM KJIWHUYECKUM IIPOSBICHUEM.
Tak, y 7-1eTHero Majap4MKa ¢ BHY TPUAKCHATBHOM
IIBAHHOMOM JIEBOH 3aTbBIJIOYHON M TEMEHHOH [0-
JIed TIPU IIOJTHOM OTCYTCTBHU HEBPOJIOTHYECKOTO
nedunuTa HaGIOANNCH BTOPUIHO-TEHEPATHUZ0-
BaHHBIE CyJOpO:KHBIe npunanku [38]. B knunuye-
cKoMm ciryudae, npencrasiaenuaom 1. Paredes et al.,
y 1oHOIIH 19 j1eT B pe3ynbTaTe SKCTPaaKCHAIbHON
IIBAHHOMBI IIPaBOM 3aTBHIJIOYHOM J[OJIM BO3HUKIIU
CIIO}KHBIE TapIHabHbIE SIMUJIENITHYECKHEe IIPHU-
MMagK¥, PA3BUBABIINECA HA IIPOTIKEHUH JBYX Me-
CAIEeB, HE COIPOBOMKIAIOINECA TOTOBHOH 0O0JIbIO,
PBOTOM WM 3PUTEIbHBIMU HAPyIIeHuIMu [27].

Bein omucan ciyuait suumencum y maipeHTa
6e3 CyIOpOKHBIX IPUITAIKOB ¥ HAPYIIIEHHA CO3HA-
HHUA. JMHUJIENCHI Hocuia (POTOCEHCUTHBHBIA Xa-
pakTep, IIUIaCh HA MPOTAKEHUH 3 JeT U MPOsB-
Jayach OJWH pPa3 B MecsI] B BHIe KPATKOBPEMEH-
HBIX SIIM30/I0B YXYAIIEHUS 3PEHUS C MepIaHueMm
B IIPaBOM IIoJie 3peHud, anurenabHocThio 10-30 c.
AMU30/bI COIIPOBOKIAINUCH FOJIOBHOM 60IBI0 B 3a-
ThIIOYHOM obmactu. [lpu dusurasbHOM 06CIEmO-
BaHUU ObLIa 00HAPYIKEHA HEIOJIHA IpaBas HUXK-
HaAg kBagpauTaHoncud. llo pesympraram MPT,
OIyXOJIb JIOKAJIM30BajIach B JIEBOU 3aTHLIOYHOU
noxne. B ciyuae, onucannom M. Alayyafet al., y ma-
nuenTa 18 net, cTpamaroIlero SIMJIeNCHei Ha TPo-
TSYKEHUH 3 MeCAIeB, MPUCTYIIbI HAYHMHAJIHUCH C 3a-
TYMaHUBAHUS 3PEHUSA, OTKJIOHEHHS TOJIOBBI BIIPa-
BO U TOHHYECKOU I03bI IPaBOM BepxXHeU KOHEUYHO-
CTH C TIOCTIEAY IOl TeHepaaIn3aluel u Iepexomaom
B TOHHUKO-KJIOHHYECKHUH MPHUIIAJ0K C YTPATOH CO-
3HAHWA. 3a MIPUCTYIIOM CJIeJI0BAH TIOCTHKTAIbHOE
Cy6OKIMTIHTATbHOE U JOOHOE HATIPIKEHHUE, TOJI0B-
Had 60sb. OIMyxob I0KaIn30BaIach B KOpe U MOj-
KOPKOBBIX CTPYKTypax IMpaBoOd TEMEHHOH U 3aThI-
J0YHOH mosed [38]. AccuMeTpUUYHBIN TOHUYECKUH
MPUCTYI, BOBHUKIIUH y MAI[MEHTKH, MOT CBH]IE-
TEeJIBCTBOBATh O BEPXHEMEIHUATBHOM pPacIpocTpa-
HEeHUU UKTATHHON aKTUBHOCTH.

S. Z. Stefanko et al. sagokymenTupoBamu pes-
KUH caydad 3JI0KaYeCTBEHHON IIBAHHOMBI JIEBOM
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TeMEeHHOM ¥ 3aThIJIOYHOM [0Jiel ¢ TpeMsd pelu-
auBamu 3a 9 mecanes [39]. Jauubiii caydait 3a-
KOHYHJICT JIETAJIbHBIM HCX0M0M. Takum obpasom,
B 14 u3 15 ommcaHHBIX cily4aeB IIBaHHOMA ObLIa
ImpejcTraBiieHa H00pOKavYecTBEHHBIM 00pa3oBaHu-
eM. B mocromepamuoHHOM mepuoe manueHThl He
MPerbABILIN HUKAKHUX Ka100, HEBPOJIOTUUECKO-
ro geduIUTa TaKKe He BOSHUKAJIO.

JduarsocTuka

Tax kak WHTpaAmapeHXUMAaTO3HAS IIIBAHHO-
Ma ABJISeTCS PEeIKOHN OMyXO0JbI0, TO J0JIr0e BpeMs
3HAHUM O ee PEHTTEeHOJOTHUYECKUX 0COOEHHOCTAX
6bL10 HemocTaTrouHo [6]. B cBasu ¢ srum mpen-
omepaIoHHAaA JUATHOCTHKA TAKOTO THUIIA IITBAH-
HOM IIpefcTaBisiaa TpyaHocTu. Jaa Busyanusa-
IIUA OMYXOJHM B HACTOSINEE BPEeM:A BBIMOIHAIOT
MPT, koropas aBasgeTcs «30JI0ThIM CTAHIAPTOM>,
u KomubioTepHyo Tomorpadwuio (KT) ¢ kourpact-
HBIM ycuieHueM. J[aHHbIe METOABI IOMOTAIOT II0-
JIyYuTh HHPOPMAIIHIO 0 (hopMe, pasMepax, CTPYK-
Type OIIYXOJIH, ee PACIIOI0KEHUH U COOTHOIIIEHU U
C OKpYRAIUMH CTPyKTypamMu. B ciyuasx pas-
BUTHUSA SMUIEITHYECKUX IPUCTYIIOB y MAI[UEHTOB
¢ MHTpamnapeHxXuMaTo3HbiMu mBanHomamu MPT
IOJIKHA OBITH yCHUJIeHA MPOBEJEeHUEM CIIeIualb-
HOT'O SIIUJIETITHYECKOr0 IIPOTOKOJIA.

Yare Bcero 06 mHTpanapeHXMMATO3HOM IITBAH-
HOMe CO006IT1aeTcs Kak 00 OJMHOTHOM, YeTKO OTTPa-
HUYEHHOM 06pAa30BAHWU, OKPYKEHHOM IIEPUTYMO-
panbHBIM OTeKoM. J[Jisi MHTpamapeHXHWMAaTO3HOM
[MIBAHHOMBI XapAaKTEePHBI KAIBIITU(PUKAIASI U KHU-
crosuas perenepanusa. Cormacuo Z. Y. Zhang et al.,
KAIbIIUPUKAIIASI MOKET HOCUTD MUCKPETHBIA UIN
y3JI0BOM XapaKTep, JOKAJTHU30BATHCA II0 Iepude-
pun uau B 1eHTpe obpasoBanud [40]. Tem me me-
Hee B ONMCAHHBIX paHee KIMHUYECKUX CIydadx
WHTPAMTapeHXUMATO3HOH I[IBAHHOMBI 3aThLIOY-
HOH JIONH BCTPEYANHCh BAPHUAHTHI IIIBAHHOM 0e3
KHMCTO3HBIX 00pasoBaHuil U Kaablnudukanui [38].
KpoBousnusauue BcTpeyaeTcsa peko U He CUNTAET-
¢ XapaKTePHBIM IPU3HAKOM [IJI IITBAHHOMBL.

IIpu KT-uccnenoBanuax mBaHHOMBI IPEJCTAB-
10T c000¥ M30[IeHCHbBIE WJIU THIIOJeHCHbBIe 06pa-
3oBaHus [27, 41]. Ha MPT 6onsiinacTBO HHTpaNa-
PEeHXUMATO3HBIX IIIBAHHOM JEMOHCTPHPYIOT THUIIO-
WHTEHCUBHOCTD U PejKe U30MHTEeHCUBHOCTD Ha T1-
B3BEIIIEHHBIX HM300paKEHUSAX U THIEPUHTEHCHUB-
HOCTh Ha T2-B3BemenHbIX u3obpakenuax. Oqna-
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KO OBLTH 3aJI0KYMEHTUPOBAHBI U CAyYaH IMOIBIE-
HHUA TUNOMHTeHCHBHOTO T2-curuana. Ilpenmosno-
KUTETHHO, TUIIOMHTEHCUBHOCTD 12-curHaia 00b-
ACHAETCA HATUYHEM KaJbIU(PUKAIINNA OIYX0IU
B OJHOM CjJydYyae W HAJTUYUEM THATHHU3HPOBAH-
HOH CTPOMBI M OTJIOKEHHWEM KoJuIareHa — B Ipy-
rom [16, 42]. Ilocne BBemeHUS KOHTPACTHOTO Be-
IIeCTBA OTMEYaJIoCh HEOJHOPOMHOE 3aMeJIEHHOe
yBeaudeHue 06pasoBaHui, IPEUMYIIECTBEHHO CO-
muguoro xkomnonenTa [40]. Hecmorps Ha pacuru-
peHue 3HAHWH B 006JIACTH BHU3yaJIHU3AI[UW HWHTPA-
MapeHXUMAaTO3HOU IITBAHHOMBI, €€ PEHTTEHOJIOTH-
Yeckasd KapTHHA OCTaeTcs HeogHO3HA4dHou. Tax,
B OIHOM KJIWHHUYECKOM CJIydae C WHTpAIlapeHXU-
MaTO3HOU IIIBAHHOMOU IIPAaBOM 3aThIJIOYHOU [I0JIH,
omucaunoMm I. Paredes et al., mo pesyabraram, mo-
nygenHbIM Ha MPT, npemonepanuoHHbIH THATHOS
BKJIIOYAJ B ce0s reMaHTHOIePUIIUTOMY, MEHUHT -
oMy, TJIeOMOP(HYIO KCAHTOACTPOIIUTOMY, THCIM-
OpUOIIACTUYECKYI0 HEHPOSIUTEINAIbHYIO OILy-
X0JIb WM TAHIIHOIIHOMY. Bo BTOpoM ciydae 1o
pesyabraram MP-nepdysun ObLa BBISBIEH BBICO-
kuit rCBV (6,2), yro omrub609HO ObLIO JHUATHOCTH-
POBaHO KaK BBICOKO3JI0KauecTBeHHAasd riauoma [27].

B HekoTOpBIX M3 pacCMOTPEHHBIX HAMHU KJIH-
HUYECKHUX CJIydyaeB NIBAHHOM B3aThLIOYHOH WU
TEeMEeHHO-3aThLJIOYHOH JIOKATU3AI[HUH, aCCOI[UUPO-
BAHHBIX C 3aTHIJIOYHOM SIIUJIEIICHeH, ObLIa BBIIIOJI-
nena MP-ciekTpockonus, KoTopas BhIABIAIA II0-
BBIIIIEHHOE COfIePIKaHue XOJIUHA U MUOUMHO3UTOJIA,
a Takxe HeOOJBIIOW MUK COMEPIKAHUS JHITUIOB.
OpHako MOKHO C YBEPEHHOCTBIO CKa3aTh, UTO 3TO
He SIBJISeTCS XapaKTepPHBIM HPU3HAKOM IIIBAHHO-
MBI, TAK KaK aHAJOTHYHBIE PEe3yAbTaThl MOTYT Ha-
OMIomaThCA IIPU MEHMHTHOMAX W 3JI0KAYeCTBEH-
HBIX TJIMOMAX; MBI sK€ CBSI3aJI¥ 9TH HAXOIKH C pas-
BHUTHEM SMIHIENTHYECKUX MPUCTYIOB y IAHHOU
rpymIsl manuesTos [15, 27].

Takum 06pazoM, TUATHOCTHKA 3aTHIIOYHO-I0-
JIEBOU DIUJIETICUH SBJIAETCA BechbMa 3aTpyaHU-
TenbHON. Maasa BCcTpeuyaeMocTh 9TO¥ (POPMBI 3a-
6osieBaHUA IIpUBEa K TOMY, YTO MPH BIEKTPOIH-
nedamorpapuu (III') u mpu TPOTOHTHPOBAHHBIX
BULe0-OII' BHUMaHmMe HcclemoBareieil 0oljiee Ha-
IIPaBJIEHO HA W3yYEeHUE IEKTPUUYECKON aKTHUBHO-
CTH BHCOYHOH U JI00HBIX moieii. HecBoeBpemennoe
IUATHOCTUPOBAHUE 3aTBHIIIOYHO-T0JIEBON DIIUJIEI-
CUU TIPUBOJUT K €e IMPOrPeCcCUPOBAHUIO, A CJIENO0-
BaTeJbHO, K PACIIPOCTPAHEHUI0 HKTAIhHOU aKTUB-
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HOCTH ¥ TIPUCOETUHEHUI0 CHMIITOMOB, XapakxTep-
HBIX JJIA DIUJIETCHH y:Ke APYTrod JOKAIU3aIuu —
MHOTO04YaroBeix ¢opMm. Taxk, B wuccaeIoBaHUU
H. Angus-Leppan et al. 8 40 % ciry4yaeB maiues-
TaM ¢ 3aThLIOYHOMN SIUJIENCcHel ObLIN yCTaHOBJIe-
HBI omub60YHBIe quarao3bl [34]. Hanuuwe npu I3
BO BpeMs BBITIOJTHEHUSA MPOObI ¢ (POTOCTUMYIAIIH-
eii BOCIIPOM3BOAUMOTO (DOTOIAPOKCU3MATIHHOTO OT-
BeTa IIPHU IIPeIbIBICHUHN YACTOT B CPEIHEM qUara-
30HE MOKEeT yKasbIBaTh HA 3aWHTEPECOBAHHOCTH
MMEHHO 3aTBhIJIOYHOHN M0IU. OTO HEOOXOMUMO yUH-
THIBATh IIPH MOCJIEIYIONIEM TPOBEIEHUN HEHPOBU-
3yaau3alliOHHOT0 00CIe0BAHUS W TUITHIHOM HC-
CJIe[IOBAHUY BUCOYHOH [IOJIU B KAYECTBE IIEPBUYHO-
r0 UCTOYHUKA WKTAIHHOM AKTUBHOCTH.

Cremyer Tak:xe OTMETUTD, 9YTO HE TOJIBKO IO,
HO u coBpeMeHHbIe MPT-ipoTokonsl uMe0T He-
JOCTATKHU IIPHM IIOCTAHOBKE AHATHO3a «3aThII0Y-
Hasd SHHJIEICHs», TaK Kak OoabmnmacTBO MPT-
IIPOTOKOJIOB IIPH SITUJICTICUY HAIIPABIIEHbI HA U3Y-
JeHHe Mean006a3aTbHbIX CTPYKTYP BUCOYHBIX J0-
e M aMHUTAaI0-THIIIIOKAMIIATbHOTO KOMIIJIEKCA,
TOria KaK COCTOSHHUIO 3aTBLIOYHOM TONH yIoessd-
erca menbiee puuManue. OgHAKO B caydyae Ha-
JUYUS Y TAlHeHTa KINHAYECKOH CHMIITOMATHKN
B BU/e (DOTOIICH, TOJIOBHBIX 60JIeH U (MJIH), IyCTh
¥ PeIKUX, HO CYJOPOKHBIX IIPUCTYIIOB, B IIEPBYIO
ouepenb HEOOXOMUMO WMCKJIIOUATH MATOJOTHIO 3a-
THIJIOYHOM OJIH, & CBOM JUATHOCTHUYECKUU TTOUCK
HANPABUTh U B CTOPOHY MHTPAIAPEHXUMATO3HOM
[IBAHHOMBI.

T'eneTnueckoe HCCJIeJOBaHHUEe

l'emeTuueckue uccieqoBaHUA TIOMOIIH OIIpe-
JeIUTh MyTAI[UH TEeHOB, OTBETCTBEHHBIX 3a 00-
pasoBanue mBauHoM. [Il1poko u3BeCcTHA 3aBUCH-
MOCTh BO3HHKHOBEHHA LIBAHHOM Ha (DOHE reHe-
THYECKUX CUHIPOMOB, TAKUX KaK Herpodubpoma-
103-2 (NF2) u mBanunomaros. Tak, myramus B rexe
NF2 B xpomocome 22q12.2 IPUBOIUT K PA3BUTHIO
HEeBeCTHUOYIAPHBIX IIIBAHHOM U IByCTOPOHHUX Be-
ctubynsapupix meanaoMm. Myrtamus SMARCBI
B xpomocome 22q11.23 u myranusa LZTR1 B xpo-
Mocome 22ql11.21 mpmBOIAT K MHOKECTBEHHBIM
HeBeCTHOYIApHBIM IIBAHHOMaM. TemM He MeHee
reHHbIe MyTalliW, OTBETCTBEHHBLIE 3a 00pa3oBa-
HUEe WHTPAIapeHXUMAaTO3HbIX IBAHHOM, SBJISIIO-
IUXCA OMUHOYHBIMHU U CIOPAJTUIECKUMU, 10 KOH-
1a "He usyuensl [43]. Hu B ogHOM 13 mpoaHanusu-

144

RUSSIAN NEUROSURGICAL JOURNAL named after professor A. L. Polenov



A. B. Bacuienko u ap.

POBaHHBIX HAMHU KIMHHUYECKUX CIydaeB y IaIlH-
eHTOB He 0bL10 o0Hapy:xeHo npusHaroB NF2. Co-
raacuo ucciaenosanuio D. Ishigami et al., mpu re-
HETHYECKOM aHaJM3e MIBAHHOMBI MOCTO-MO3:Ked-
KOBOro coemuueHus myranuu B NF2, SMARCBI,
LZTR1 u ocranbHBIX 33 HCCIEqyeMbIX TeHAX He
6bL1u o6HapyskeHs! [44]. B pabore E. A. Williams
et al. B Tperu u3 96 uccrenyembIx cropagude-
CKUX IIBAHHOM ObLIH BIEpBbIe 06HAPYKEHBI HO-
BeIe indel-myranuu SOXI10, npu 3T0M U3MEHEHUA
B M3BECTHBIX XapPaKTEPHBIX IeHax OTCYTCTBOBA-
au. Takum 06pasoM, MOKHO HIPEIIIONI0KUTH, YTO
IaJbHeHIee TeHeTHIECKOe UCCIeJ0BAHUE IT03B0-
aut obuapyxurs SOXI0-myranuu B HHTpama-
PEHXMMAaTO3HbIX IBAHHOMAX [45].

Mopdosornieckas fHAarHOCTHKA
Maxpockonnueckrn HHTpPANapeHXHMATO3HbIE
IBAHHOMBI 334aCTYI0 IIPEACTABIIIOT co00# Omu-
HOYHBIE OKPYIVIbIE, MOJbYATHIE HJIH OBaJbHBIE,
YeTKO OdYepuYeHHbIe TeTepOTeHHBbIe 00pasoBaHUA
6e3 Karcysabl, C KHCTO3HBIM KOMIIOHEHTOM U KaJlb-
nuduramnueii. KoHcucreHnusa mpBanHOMbI BAPhH-
pyeT oT HMIOTHOH 710 MATKOIJIACTUYHOM, I[BET — OT
KPacHOBATOrO U jKeJITOBATO-KOPUYIHEBOTO 0 Cepo-
Baro-6esoro [15, 37-40, 42, 44, 46-61]. Mopdo-
JIOTUYeCKAasi NUATHOCTHKA IIBAHHOMBI BKIIOYa-
erT B cebd OKpalIWBaHWe IeMaTOKCUJINHOM U 90-
3UHOM U JEMOHCTPHUPYET [BA KOMIIOHEHTA OILyXO-
au: 06/1aCTh ¢ KOMIAKTHBIMUY II€PeILIeTAIIIUMU-
Cf IMyYKaM¥ BEPETEHOOOPA3HBIX KJIETOK («4acTo-
KOJI», «ITAJINCAM») C THIIEPXPOMATUIECKUMHU A1Pa-
MU HEeIIPaBUJILHOM POPMBI, TAK Ha3bIBaeMas 30HA
«AntoniA», 1 06aCTh C PBIXJIBIM MHUKCOUHBIM
MaTpuKcoM — 30Ha «Antoni B». MoryT Habronars-
cAd TOYEeYHBbIE KPOBOUBIUAHUA U KUCTO3HAT Jere-
mepanua [40, 41, 43, 47, 55]. UmMmyHOrucToOXu-
MHYECKHUH MEeTO] IT03BoJIeT nuddepeHnupoBaTh
MIBAHHOMY OT ITHJIOIIUTAPHON aCTPOIIUTOMBI, TLIe-
OMOP(}HOI KCAHTOACTPOIIUTOMBI, TAHTIUOTIAUOMbI
u MeHUHTHOMEI [14, 38, 56]. [ moaTBepikIeHAs
IHATHO3a IIBAHHOMBI HCII0Ib3YI0T Mapkepbl S100,
GFAP, EMA u Ki-67. UMmMyHOTHCTOXUMHUS 00BIY-
HO J[EMOHCTPHUPYET IOJOKUTENbHOe, CHIBHOE U
nuddysHoe oxkpamusanue Ha S100, oTpurarens-
Hoe okparnuBanve Ha EMA, orpunarenbHoe niu
cnabo momokuTenvHoe okpaminBanue Ha GFAP, a
TakKe OTHOCUTENIbHO HU3KUHU mHiaekc Ki-67, uTto
YKa3bIBaeT Ha HU3KYI0 aKTHBHOCTH Iposaudepa-
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nun (WHO Grade I) [41, 56]. S100 ue obHapy:xu-
BaeTcd B 3JI0KAYECTBEHHBIX IIBaHHOMAaX [56], ox-
HAKO B OMHOM M3 PACCMOTPEHHBIX HAMHU KJIHHU-
YEeCKHMX CIIy4aeB II0 pe3yibTaraM HMMYHOTHCTO-
XUMUH B 3JI0KAYeCTBEHHOMH IIIBAHHOME OBII 06HA-
py:xen S100 B sOUTEIHOUTHOM KOMIIOHEHTE OILy-
XOJIH, 4TO, o mpezanonoxkernusm S. Z. Stefanko et
al., ykaspIiBaeT Ha BBICOKYIO CTelleHb AuddepeH-
IUPOBKH 3TOr0 KoMItoHeHTa [40].

Jleuenne

OCHOBHBIM METO/IOM JI€YEHUS UHTPALIAPEHXH-
MAaTO3HOH IIBAHHOMBI SABJISIETCS OTKPBITAS OIlepa-
¥, B Pe3yJIbTAaTe KOTOPOH BBIMTOIHAETCS TOTAIb-
Has pes3eKIusa omyxoan. [Iporuos momobHbIX ome-
panui MONOKUTENbHBIH U JONTOCPOYHbIH. Tax,
B 14 u3 15 paccMOTpPEHHBIX HAMHU CIy4aeB ObLIa
BBINIOJIHEHA TOTAJNbHAA PE3eKIUs [BAHHOMBI
C TOCJIEeAYIONIUM HCUYE3HOBEHHUEM OeCIIOKOHBIIIEH
paHee marueHTOB cuMmnromMaruku. [Ipu obcy:xme-
HUU XUPYPrAUECKOTO JIEYEHU ClefyeT 00paTuTh
BHUMAaHHE Ha JIOKAIU3AIINI0 ¥ XapaKTep OIyXoJe-
BBIX KucT. [Ipu pesekiuu KpymHOW KUCTHI MOKET
MIPOUCXOIUTH JedopMaIusa OMyXOJIH, BAUAIOINIAA
Ha IeJI0CTHOCTh OKPYKAIOIUX CTPYKTYP, a criaed-
HBIH IIpollecC C COCYAHCTO-HEPBHBIMU 00pa3oBa-
HUAMH 3HAYUTEIBHO 3aTPYAHSET XOJ OIepaTHB-
HOro BMmemarenscTsa [62, 63]. Oguako B HEKOTO-
PBIX CIydYasX TOTAJbHAA PE3EKI[Hs HeBO3MOXKHA.
Taxk, Haipumep, B crydae, onucanaom U. Erongun
et al., B KOTOpOM 0IyX0JIb PACIPOCTPAHIACH ILy-
00KO B 0Oesi0e BelecTBO TEMEHHOM W 3aTHLIOYHONI
[I0JIeH, OBLIIO BBIMIOJHEHO CyOTOTAIBHOE yAAIeHNE
onyxonu (ToTajbHad Pe3eKIusa Oblaa BHIIOTHEHA
IIPH IOBTOPHOM omepanun) [47].

Henwbss uckmouars ¥ BOSHUKHOBEHWE WHTPA-
OIIEPAllMOHHBIX OCJIOKHEHWUH, 3aTpyXHAIOIMINX
IpoBeJieHre OTKPBITOM omeparuu. Takum obpa-
30M, IIeJIeco00pasHO PACCMOTPETH IIPUMEHEHUE
IPYTHX METOMOB XHUPYPTUUECKOTO JedeHHud. Tax,
A. Tokarev et al. mpemnararmoT UCIIOAB30BATh CTE-
PEeOTaKCHYECKYI0 PagHOXUPYPrUi0 I JeUeHHsd
WHTpanapeHXuMaTo3HbIX mBauHoM [64]. Crepeo-
TaKCUYECKasd PaSUOXUPYPrusd MIMPOKO HCIOIb3Y-
eTCs B JIEUEeHWH [IBAHHOM, IIPOUCXOIAINAX U3 Ue-
PEeIHBIX HEPBOB, B YaCTHOCTH, IPU JEYEHUU Be-
ctubynsapHoii mBaHHOMBL C moOMOIIbI0O ramMma-
Hoxa A. Tokarev et al. ycuemrzno nposenu meue-
HUe IIBAHHOMBI J06H0# moau. Ilo MueHuo aBTo-
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POB, IPUMEHEHHE CTEPEOTAKCUYECKON paguoXu-
PYpPruu [Ajs JIe4eHUs WHTPAIapeHXHMATO3HBIX
IIIBAHHOM CHH3WUT PHUCK OIEPAIIMOHHBIX OCIOKHE-
HHUH, B 0COOEHHOCTH /I IIIBAHHOM, CIABIUBAIO-
IUX KPUTUYECKHe CTPyKTyphbl. OgHaKo, HecMo-
TPA HA BCe NMPEMMYIECTBA raMMa-HOMAa B Jjede-
HUU BeCTUOYIAPHBIX IIBAHHOM, JaHHAS METOIH-
K4 MMeeT CBOM HeJOCTATKHU, OMHUMU U3 KOTOPBIX
SABJISAIOTCS IIOCT/Iy4YeBble PeaKIIuUu C BO3SMOKHBIM
yBeIUYeHHEeM 30HbI Iepru(OKATBHOrO 0TEKa, (Pop-
MHPOBaHHEM JIy4YeBbIX HEKPO30B U JaKe C yCuJie-
HHUEM SIIWJIENTHYECKUX IPUIIALKOB. Takum obpa-
30M, IIPpHU IIOIIBITKE YMEHBIIUTH PHUCK COABJIEHUS
OKPYJKAIONUX TKAHEH CYI[ECTBYET BEPOSITHOCTH
MOJIyYeHus 06paTHOro 3(pperTa, a TakKe BOSHUK-
HOBEHUs SIUJIEIITOTEHHOTO ouara. B pegkux ciy-
YadaXxX MaJUTHHU3AIIUU U PeIIUJUBUPOBAHUA OIIYyXO-
JIell TIOKa3aHo IPUMeHEHUe Jy4eBON U XUMHOTe-
panum.

3akaoueHne
3aTbUIOYHO-0JIEBAS  OIUJICIICUA  SBJISETCS
HauboJiee PemKoi, a 10 MHEHHUIO PSIa aBTOPOB, U
BOOOIIE HEe CYIIeCTBYIOIEH (DOPMOii IOKAIbHO 00-
yciioBJIeHHOH ((hokambHOM) sriuiencuu. Muarpamna-
peHxuMAaTOo3Hasd [MIBAHHOMA 3aTHLJIOYHOH TOIH —
9TO TOKE OYeHb PeaKOe U IPEeHMYIIeCTBEeHHO /10~
OpoxauyecTBeHHOE HOBOOOpasoramwme. Cumraercs,
YTO OIYyXOJH 3aTBLJIOYHOHN [OJIH PElKe CTAHOBSAT-
¢ TIPUYNUHON BO3HHUKHOBEHUS OIIHMJIEIICHU, YeM,
HAIpUMep, IPHU BUCOYHOU JOoKanusanuu. Tem me
MeHee, [0 pe3yabTaraM Halllero aHaJn3a U3BECT-
HBIX KJIWHUYECKHX CIIy4aeB, Mbl OOHAPYKUIH,
YTO SMUJIENTHYECKHE MPUIAIKU SBISIOTCS BTO-
PBIM II0 YACTOTE CUMIITOMOM B KJIMHUYECKOH Kap-
THHE WHTPAMapeHXHUMAaTO3HOU IITBAHHOMBI 3aThI-
JIOYHOM ¥ TEMEHHO-3aTBIJIOYHON JIOKAIM3AIHH.
Yro yxe camo o cebe He MOMKET He TOKas3hbIBaTh
BO3MOJKHOCTb IIOCTAHOBKH AHATHO3a «3aThLIOY-
Hasd SIHUJeIcus». besycioBHo, nanbHeHIne Kiu-
HUYecKre HabaoaeHus, MOp(QOJIOTHIYeCKre U re-
HETHUYECKHEe UCCJIeJ0BAHUS PACIIHPAT STUOIATO-
reHeTHYECKOe MPEICTABJIEHNE O CYI[EeCTBYIOIIUX
JIOKAJIbHO OOYCJIOBJIEHHBIX 3aThLIJIOYHBIX (op-
Max SIUJIENCHH, ACCOIUUPOBAHHBIX C OILyXOJe-
BBIM IIPOIIECCOM, YTO, B CBOI OY€peb, ITO3BOIHUT
BIIOTHYIO TOJOUTH K pPaspaboTKe COBPEMEHHBIX
cTpaTeruii MepcoHANTNU3UPOBAHHOIO JIEUEHHs He-
MMOCPEJCTBEHHO 3aThLIIOUHOM SITUJIETICUH.
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