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Ty6eposHeiit ckrepos (6onesHb MpuHrna - bypHeBunns) npeactaenseT coboi NoNMCUCTEMHOE reHe-
TuU4eckoe 3aboreBaHune 1 BCTpevaeTcs B nonynsaumm ¢ yactoton 1:50000 HaceneHus.

Llenb nccnepoBaHus. V3ydeHne HEMPONCUXMYECKOTO cTaTyca U AUHAMUKY pasBuTUS TyGepo3HOro
CKrneposa y aeTen.

MaTtepuan n metoabl. O6crenoBaHbl 33 pebeHka B Bo3pacte oT 1 roga o 14 net, HabnogasLwm-
ecsl B HEeBPOMOrM4eckoM AeTCKOM OTAENIeHNN YHUBEPCUTETCKON KNnHUKKN («Akcany) KasHMY vm. C.4O.
ActheHamnsaposa. Y Bcex geTen Obinu BbiSIBMEHbI anMrMEeHTUPOBaHHbIE MATHA U NSATHA «KOde C MOMOKOM»
Ha TYMNOBULLE M KOHEYHOCTSIX, HE BbICTYNawLmMe Hag YpPOBHEM KOXWU. Y BCex AeTel Obinv BbisBrEHbI
XapaKTepHble HEMpPOBU3yanu3aLuMOHHbIE U3MEHEHUS! B FOFIOBHOM MO3re Npu NMOMOLLUM MarHUTHO-pe3o-
HaHcHoi Tomorpadmmn (MPT) n komnbtoTepHon Tomorpadum (KT) - y4acTkM AMCreHe3nin KOpTUKanbHO
1 cybkopTMKanbHo, T.e. Tybepchl. A Takke U3MEHEHWS BO BHYTPEHHWUX OpraHax (BapuaHTbl ramapTom).
Bcem getam 66110 npoBeaeHo nonHoe nabopaTopHoe obcriegoBaHue (06U aHanmn3 KpoBK, cTaHaapT-
Hble Buoxumunyeckne nokasartenu), anekTpoaHuedanorpadua mosra (336N, a Takke ynbTpasByKoBoOe
ob6crneoBaHne BHYTPEHHUX OpraHoB.

Pe3ynbTaThl 1 BbiBOAbI. B pe3ynbTaTe Halero nccrefoBaHus Gbino BbISBMEHO, YTO OCHOBHBIM CUM-
NTOMOM, MOATBEPXAAKLWMM AnarHo3 Tybepo3HOro ckreposa, siBnsercs Hanudme TybepcoB (95-100%
6onbHbIX). [Npryem cyllecTByeT Tonorpadumyeckas cesa3b Mexay Tybepcamu, BbisiBrieHHbIMY npy MPT-
nccnegoBaHnm, U Hanmunem gokyco Ha Q3I. Takum 06pa3om, YacTbIM NPosiBrieHMeEM 3aborneBaHus y na-
LIMEHTOB SIBMSIETCS CUMMTOMAaTHUYeCKas anuiencus ¢ Havanom B nepsble MecsLbl XM3HU (96% B6OonbHbIX).

KntouyeBble cnoBa: Ty0epo3HbIi CKNepo3, anunencus, 4eTu, raMapToMbl, anUrMeHTHbIE NATHA, AUC-
reHe3usi Kopbl, Ty6epcel.
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Ty6epo3aapl cknepo3 (MpuHrn - BypHeBmnn aypysbl) - NONMCMCTEMAnbIK FEHETUKATbIK aypy XXaHe nomny-

+7-TT7-267-1219: nauusaa 1:50000 nonynaums xuiniriMeH kesgecefi.

e-mail: idrissova.zhannat@yandex.ru 3epTTeyaiH MakcaTbl. Tybepo3abl ckriepo3beH ayblipaTbiH 6ananapaarbl HeiponcuxmKanblk xxafgam-
Abl XaHe aypyablH AaMy AUHAaMUKacbIH 3epTTey.

Moctynuna: 19.02.2021 Martepuan xaHe agictepi. C. K. Acthenanapos aTbiHaarbl"Akcan” Kas¥MY yHuBepcuTeT KNUHK-

MpursTa: 25.02.2021 KacblHbIH HeBpomorusanblk 6ananap GenimiHae GakbinaHFaH 1 xactaH 14 xacka aewiHri 33 6ana Tek-
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HEBPOJIOIMA UCCJIEQOBAHWA .

cepingi. bapnblk 6ananapga Tepi AeHreniHeH XoFaphbl LWbIKNaWTbIH MarucTpanbia aHe asik-kongapaa
NUrMeHTTENreH gakTap MeH "cyT KocblnFaH kodpe TycTi" Aaktap aHblkTanabl. bapnbik 6ananapabiH 6ac
MUbIHAA HEMPOBU3yanu3aunsanbIK esrepictep AanenaeHi, MarHUTTiK-pe3oHaHcTbIK Tomorpadust (MPT)
XoHe KomnbtoTepnik Tomorpadus (KT) kemeriMeH - KopTuKanbabl XaHe CyOKopTUKanbIk AUCTMHE3Nst an-
MakTapbl, SFH1 TybepcTep aHblkTangbl. CoHaan-ak, ki ar3anaparbl esrepictep (raMapTom Hyckana-
pbl) opblH angpl. bapnbik 6ananapra TonblK 3epTXaHanblk Tekcepy (Kanmnbl KaH aHanusi, cTaH4apTThl
BUOXMMUANBIK KepCeTKILLTEpP) XaHe MUAbIH anekTpodHuedanorpadusacel (33I), coHpan-ak iwwki ar3a-
napabl ynbTpaablObICTbIK TEKCEPY XYPridinai.

HoaTuxenepi xaHe KopbITbiHAbINApP. XKoFapbliga KepceTinreH KNMHUKanblK xargannapga 6is Ty-
6epo3abl CKnepos AvarHo3blH pacTanTblH Herisri cumnTom TybepcTiH 6onybl (HaykactapabiH 95-100%)
eKeHiH kepeMi3. CoHbiMeH kaTap, MPT 3epTTeyiHae aHblkTanFaH Tybepctep MeH O3l -re okycTbiH 60-
nybl apacblHga Tonorpadusnblk 6annanbic 6ap ekeHiH kepceteai. Ocbinanwa, Haykactapaarbl aypy-
OblH XeKe KepiHici-eMipaiH anfalkbl annapeiHaa 6actanatbiH CUMNTOMATUKanNbIK ANunencus (NaumneHT-
TepaiH 96%) 6onbin Tabbinagbl.

Herisri ce3pep: Ty6epo3abl cknepos, anunencusi, bananap, ramaptomarnap, MMUrMeHTTIK fakTap, Kbl-
pTbIC AuCreHesunscol, TybepcTep.

SUMMARY
NEUROLOGICAL MANIFESTATIONS OF TUBEROUS SCLEROSIS IN CHILDREN
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Tuberous sclerosis (Pringle-Burneville disease) is a polysystemic genetic disease and occurs in the
population with a frequency of 1:50000.

Objective of the study. To study neuropsychic status and dynamics of tuberous sclerosis
development in children.

Material and Methods. Have been examined 33 children aged from 1 to 14 years, who were
observed in the neurological pediatric department of the University Clinic ("Aksay") of Asfendiyarov
KazNMU. All children had apigmented spots and coffee-milk stains on the torso and extremities, not
protruding above the skin level. All children showed characteristic neuroimaging changes in the brain
by magnetic resonance imaging (MRI) and computed tomography (CT) - areas of dyshinesia cortically
and subcortically, i.e. tubercles. As well as changes in internal organs (hamartoma variants). All children
underwent a complete laboratory examination (general blood count, standard biochemical parameters),
electroencephalography of the brain (EEG), as well as ultrasound examination of internal organs.

Results and conclusions. As a result of our study, it was revealed that the main symptom confirming
the diagnosis of tuberous sclerosis is the presence of tubers (95-100% of patients). Moreover, there is a
topographical relationship between tubers detected during MRI examination and the presence of foci on
the EEG. Thus, a particular manifestation of the disease in patients is symptomatic epilepsy with onset
in the first months of life (96% of patients).

Keywords: tuberous sclerosis, epilepsy, children, hamartomas, pigmented spots, cortical dysgenesis,
tubers

For reference: Balykbayeva AB, Bakrayeva DB, Ospanova GA, Talipova YeV, Kuzhabekova
ZhK, Seikazykysy A, Sarbasova KS,NS Ahmetova, Zhaksybek MB, Idrissova ZhR. Neurological
manifestations of tuberous sclerosis in children (own observations). Meditsina (Almaty) = Medicine
(Almaty). 2021;1(223):15-21 (In Russ.). doi: 10.31082/1728-452X-2021-223-1-15-21

ckieposa (TC), B HEKOTOPBIX CllydasiX MOCTaHOBKA JIUarHo-

CHUMIITOMBI MOTYT pPa3BHTbCS B Oojiee MO3AHEM BO3pacTe.  JeTeH.

JIs1) TIPEACTaBIsIeT COOOH MOJMCHCTEMHOE T'CHETH- 5 alMIMEHTHBIX IISTEH, 5 MATCH «Ko(e C MOJIOKOM», a TaK-

yeckoe 3a00JIeBaHME M BCTPEUACTCS B MOMYNSAIMHA ¢ K€ aHTHO(GUOPOM JiHia ¥ BHYTPEHHUX OopraHoB (oT 1 70 4),
yactoroil 1:50000 nacenenus [1]. HecmoTps Ha ocTarod- B COYETAHUHU C TUIUYHBIMU TyOepcaMH CyOKOPTHKAJIbHO U
HYI0 HaJIeKHOCTh KJIMHHYECKHX KPHUTEPHEB TyOEpO3HOr0  KaJlbIIMHATAMH B FOJOBHOM MO3Te.

Ty6epo3an71 ckiiepo3 (6onesup [Ipunnia - bypueBun-  KpuTepuu BKIFOUCHUS ISl IUATHOCTHKN: HAJTMYME HA KOKE

3a BBI3BIBAET 3aTpylqHEHUs. B gacTHOCTH, y MaJleHbKUX Jie- Leab ucciaenoBanus - U3ydeHNe HEUPONICUXUYECKOTO
TEl MOTYT OTCYTCTBOBaTh HEKOTOpHIE MposiBiieHUss TC —3TH  craryca W JAMHAMUKH Pa3BUTH TyOEpO3HOTO CKjepo3a y

MEULMHA
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. OPUTIMHAJIbHEIE HEBPOJIOInA

MATEPHUAJI U METOJIbI

O6cnenoBansl 33 pebeHka B Bo3pacTe oT | rona o 14
JeT, HaOJIoIaBIINECsS B HEBPOJIOTHYECKOM JIETCKOM OTJe-
JICHUM YHUBEPCUTETCKON KIMHUKHU («Akcai») KazsHMY
um. C.[I. AchennuspoBa. Y Bcex jereil B ucropuu 0o-
Je3HU ObLII0 MHGOPMHUPOBAHHOE coriiackue Ha 00paboTKy
JAHHBIX, UX aHaJH3, BKJIOYas myOimkamuio. Y Bcex Je-
Tell OBUIM BBHISIBICHBI allUTMEHTHPOBAHHBIC ISTHA WM IIAT-
Ha «KO(e ¢ MOJIOKOM» Ha TYJIOBHUIIE U KOHEYHOCTSAX, HE
BBICTYIAIOLINE HaJ YPOBHEM KOXH (COOTBETCTBYIOIIHE
KPUTEPHSIM BKJIIOUEHUs). Y BCeX JeTeil ObLIU BBISBICHBI
XapaKkTepHbIe HeHpOBU3yaIH3alMOHHBIE U3MEHEHHUS B TO-
JOBHOM MO3r¢ Ha MAarHHTHO-PE30HAHCHOH ToMmorpaduu
(MPT) u komneroteproi Tomorpaduu (KT) - yuactku nuc-
TCHE3UH KOPTHUKAIBHO M CYOKOPTHKAJIBHO, T.€. TyOCpCHI.
A Tax)Xe N3MEHEHHs BO BHYTPEHHHX OpraHax (BapHaHTBHI
ramapToMm). BceM netsM ObLI0 poBeaeHO noHoe J1abopa-
TopHOE oOciienoBanue (00NN aHATU3 KPOBU, CTAaHIAPT-
Hble OMOXMMHUYECKHE IMOKa3aTen), JIeKTpo3HIedanorpa-
¢dust mosra (O3T), a Takke yIbTpa3ByKOBOE 00CIIeIOBAHUE
BHYTPEHHHX OPTaHOB.

Tabnuua 1 - ComaTnyeckune nposiBneHns Ty6epo3Horo ckreposa y obcnenosaHHbIx aeten (33 pebeHka), abe. uncno m %

PE3VJIBTATBI U OBCYKAEHUE

Cpennnii Bo3pact 33 nereit coctaBun 6,943,8 roma. U3
HHUX MaJBIMKOB — 15, meBouek — 18. HaciencTBeHHBINH aHAM-
He3 ObLT OTSTOIICH Yy 8 JIeTeid, U3 HUX y 5 M0 NepBOW JIMHUH
(matb, oTen U cuOchl), y 3 1o BTopoi juHuu (6abyLiky, ne-
IYIIKH, TETH U JIS01) B BUAE CYIOPOT U KOXXHBIX ITPOSIBICHHH,
xapakTtepusIx st TC.

V 33 gerelt oTMEUaIOCh HaJIMYKME allUTMEHTHBIX IISITEH, HE
MPEBBIIAOIINX B KOJTUYECTBE 16, cpeHee KOIUYECTBO TaKHUX
nsATeH B 001Iel BIOOpKe cocTaBmio 7,3+4,5 nmsaTHa, pa3MepoM
or 1 10 3 cm. Y 20 aereii oTMe4anoch HaJIM4YME MSATEH «Koge ¢
MOJIOKOM» B KOJIMYECTBE 0 8, CpeHee KOJIMYECTBO KOTOPBIX
B 0011el BbIOOpKE cocTaBuilo 2,2+2,5 naTHa. ['aMapToMbl BHY-
TPEHHBIX OPraHOB OBUTH BBISBJICHBI Y 9 MAalMEHTOB CO CIIEY-
IOIUM paclpeeneHueM: pabIoMHOMBL cepala — y 3-X IeTel,
AHTHOMUOJIMIIOMATO3 TIOUeK — y 3-X, Celie3eHKH — y 1-ro, 00-
pa3oBaHHe MSTKHX TKaHeil 1mien — y 1-ro, 100pokadecTBeHHAs
OITYXOJIb MOIKOPKOBBIX siiep Mo3ra — y 1 manpunka. Couetanue
MHOKECTBA KO>KHBIX ITPOSIBIICHUH U raMapTOM HaOIIIoaiock y 8
(24,2%) nmanEeHToB, raMapTOM M OJJHOTO alTATMEHTHOTO IISITHA -
y 1 (3,03%). OTu nanHble npeacrapieHsl B Tadnuie 1.

AHIVOMUO-TN- Onyxonb nog-
AnurmeHTHble | MaTHa «kode ¢ | Pabgomwuombl | AHrMOMMUO-NMNo- Ob6pa3soBaHve
MpusHak rnomaros cerne- KOPKOBbIX siep
naTHa MOJIOKOM» cepaua MaTo3 noyek 2eHKN Ha wewn MO3ra
ABc. Kon-Bo 33 20 3 3 1 1 1
% 100 60,6 9,09 9,09 3,03 3,03 3,03

Hesponorngeckrie HapyIIeHHS PacIpeiessuIICh CIeIyro-
muM obpaszom: y 7 (21,1%) nereit ormevancs remumnapes, y 12
(36,4%) nereii BoisiBIsIack arakcus, y 1 (3%) pebeHka - rurnep-
KUHE3bl. Dnmerncus Habmonanacs y 28 (84,8 %) neteit, u3 HuX
I'TKC - 15 (53,6%), muoxiionuu - 3 (9,09%), crnoxxHo-mapu-
aypHBIE TPHUCTYTIHI - 1 (3,5%), Goxanpube mpucTyms! - 7 (25%).

CHKeHNe KOTHUTUBHBIX (DYHKIMII HaOIO#aloch y BCeX

Ta6n|/|u,a 2- HeBponorw-lecme U NCuxn4yeckKkne HapylweHua 'y OﬁcneHOBaHHbIX aeten

nanuenToB. OTMedaeTcs CIIeIyolee pacipesielleH e 110 CTere-
HH BBIPQKEHHOCTH: JIETKoe CHIDKeHue — y 15 (45,4%), ymepen-
Hoe cHkenue —y 10 (30,3%), BblpaykeHHOE OTCTaBaHUE - y 8§
(24,2%). IlcuxoTHueckne HapyIIEHHs! (arpeccusi, ayToarpeccui)
OTMEUAINCh y 18 ManueHToB, U3 HUX: JIETKOE HapyIIeHHe — y 6
(33,3%), ymeperHoe HapymeHue - y 8 (44,4%), BbIpaxxeHHOE
HapyIieHue - y 4 (22,2%). JlaHHble npeicTaBlIeHbl B TabuLe 2.

CHwxeHve
CnoxHo- Arpeccust
Pokanb- vnepku- | KOrHUTUB- ’ | 3apepxka
MpusHak FKTC  |MwuoknoHun Hble napumwans- |[Femunapes| Artakcus Heab! HBIX CDYHK- ayroarpec- peum
Hble LiA cun
ABc. kKon-Bo 15 3 7 1 12 1 33 18 20
% 53,6 9,09 25 3,5 21,1 36,4 3 100 54,5 60,6

OObmee cocTosHHE B JUHAMHKE Ha (DOHE JICUCHHs OBLIO
pacnpeneneHo CIeAyIoIMM 00pa3oM: NpOrpecCHpOBaHUE
CHMIITOMAaTHKH B BHJE CYAOPOT M NCHXOTHYECKUX HPOSBIC-
Hui -y 7 (21,2%), crabunpHas cumnromatrka —y 20 (60,6%),
C HEKOTOPbIM yiryumienueM —y 6 (18,1%).

V 28 (84,8%) mereil mepBUYHBIMU CHUMOTOMAaMHU OBLIH
CyIOpOTH, BHa4ajle T'CHEPaIH30BaHHbIC TOHHKO-KJIOHUYE-
cKHe, a Takxke (QokaibHble. B nanpHeieM mpu ocMOTpe

Tabnuua 3 - AHanu3 Bugeo-33I u 33r

OBUTH BBISIBJIICHBI AIUTMEHTUPOBAHHBIC TSITHA U ISITHA KKODE
¢ monokom». Ilpu meiipoBusyanuzauuu Ha MPT u KT ro-
JIOBHOTO MO3ra y BceX JeTel ObuIM 0OHapy>KEHbl TUITHYHBIC
TyGepcerl. A Taxke y 30 (90,9%) oTMeuyanuch U3MEHEHUS U B
MICUXOPEYEBOM PA3BUTHH CO CIEAYIOLUIUM pacIpeieieHueM:
3aJiep>KKa peueBoro pa3BuTHs - y 20 geTei, mepuoandeckas
arpeccus u ayroarpeccus - y 18, amounoHanbHas J1aOuiIb-
HOCTh - y 10.

BapuaHTt 93l

[MpenmyLLecTBEHHbIN TUn cyaopor
(abc., %), Bcero 28 geten)

crnavk-meaneHHast BornHa
dokarnbHO (NMOBHbBIN MU BUCOYHBIN
PErvoH C O|HON CTOPOHbI)

crnank-merneHHas BonHa
permMoHapHo nokalnbHasa
T€Ta-akKTUBHOCTb

nonu-crnank auddysHo,
6unaTepanbHO-CUHXPOHHO

I'TKC - 15 (53,6%) 9 2 4
MwoknoHum - 3 (9,09%) 1 1 1
CnoxHo-napuunanesHble - 1 (3,5%) 0 1 0
dokanbHble -7 (25%) 6 0 1
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HEBPONOTrUSi uccnenosAHusi |

Tabnuua 4 - Henposusyanusauus y 33 naLumeHToB

MPT, n=6 KT, n=27
dokarnbHble | cybkopTUkanbHble | Tybepchl 6asanb-
o4aroBble AUCreHe- cyGKOpTUKarnbHbIe NoAKOPKOBbIE
VN3MEHEHUS avcreHeanm HbIX raHrnmnes KanbUuHaTbI
3um (Tybepchbl) ovarn ovaru
(Ty6epchl) (nceBgoonyxonu)
Abc. 5 0 1 23 3 1
% 83 0 16 85 11 3

33 pmeraM OblUla MIpOBelEHA HEWpoBHU3yalau3alMs, B TOM
gucne MPT y 6 nereit (18,1%) u KT -y 27 nereit (81,8%),
C TIOMOII[bIO KOTOPBIX OBLIH BBISIBJICHBI CYOKOPTHKAIBHBIE TY-
Oepcel - y 5 nereit (83%) n xanpuuHATH - y 23 (85%).

W3BecTHO, 4TO y GoNbIIUHCTBA 00abHBIX TC HMeeT MecTo
myTarust reHoB TSC1 umu TSC2, npuBonsmas K marojioru-
yeckoit akrtupanuu kackaza mTORCI1. Hamu Obuin U3yueHsI
pe3yabTaThl HAy4YHBIX HCCIEIOBaHUM, NOKa3aBmMX 3ddex-
THUBHOCTB U 0€30IIaCHOCTD DBEPOIIIMYCa, SBIIIOMIETOCS MPo-
n3BoaHEIM Cuponnmyca (parnaMuIHa) B JIEYEHUH OOJNBHBIX
C JMarHo3oM TyOepo3HBIi ckiepo3. Ilpemapar oka3bIBaeT
MMMYHOCYTIPECCUBHBINA 3()(EKT myTeM OJOKMPOBaHHS aHTH-
reH-aKTHBUPOBAaHHOW mponudepanus T-KIeTOK, KIOHAIBHOM
9KCIAHCHUH, BBI3bIBACMOI MHTEpIICHKUHAMU T-KIETOK (MHTEp-
JICWKUH-2, HHTePICHKUH- 15, BHYyTPUKIETOYHOTO CUTHATBHOTO
MyTH, KOTOPBII B HOPME MPUBOIMT K KICTOYHOH Mposudepa-
un. Takum 06pazoM DBEpOIUMYC MOXKET ObITh PACCMOTPEH B
KauecTBe MpenapaTa MepBoi JIMHUH B JTE€UEHUN OOJIBHBIX TyOe-
PO3HBIM CKJICPO30M.

Knunuvecxuii npumep

B nerckuii HEBPOJIOTUYECKHUIT IISHTP MOCTYMUIIA MAIlUeHT-
ka A.A., 04.08.2011 rp. ¢ xanob6aMu Ha TPUCTYIIBI CYAOPOT,
0e3 rmorepu CO3HaHMS, JUTUTEIILHOCTBIO 10 2-3 MUH.

W3 anamHe3a 3a0oneBaHHs M3BECTHO, YTO IAIMEHTKA
OoxpHa ¢ 3-MecsiyHOro Bo3pacta. COCTOMT HA AUCIIAHCEPHOM
ydeTe y HeBpoJIora o MeCTy JKUTesbcTBa. HeomHokparHo Jre-
yuiiach craoHapHo. AmOynaropHo npunumaer Cadpui 750
MT 2 paza B AeHb. YacToTa (OKaTBHBIX TOHUKO-KIOHHYECKUX
cynopor 3-4 pa3za B MecsIl.

JlaHHbIC aHAMHE3a KHU3HU: peOCHOK OT 3 GepeMEeHHOCTH 3
POJIOB, POJIBI B CpoKe 39 HeJelb, OIeHKa IT0 IKajie Anrap - 7-8
OanoB. TeueHne OepeMeHHOCTH Oe3 0COOeHHOCTEH. 3aKkpuya-
na cpazy. Bec npu poxaennu 3900 1, poct 52 cMm. Bekapmiu-
BaHHE €CTECTBEHHOE /10 2-X JieT. Dopmyna pa3BUTHS: JEPKUT
TOJIOBY C 2 Mec., CHIUT ¢ 6 Mec., XonuT ¢ 1 roxa, ¢ppazoBas
peub — ¢ 5 net. [lepenecennsie 3adoneBanusi: OPBU. Bakiu-
HAIIUS - MEJIUIIUHCKUH 0TBOJ. HepBHO-TICHXUUECKOE pa3BUTHE
Cc oTcTraBaHMeM. AjuleproaHamHe3 crnokoeH. Hacnencten-
HOCTB HE OTSTOIICHA.

JlanHbie 00BEKTHBHOTO ocMorpa: OOImee COCTOsSHHE
Cpe/HEel CTEeNEeHM TSDKECTH 33 CHYET OCHOBHOIO 3a00JICBaHMS.
ITonoxxenne aktuBHOe. Co3HaHue sicHOe. Tenocnoxenne HOp-
MocTeHn4ueckoe. [Ipu OCMOTpe TOJIOBBI BBISIBJICHO HAIMYUE
MIPSITA CEIIBIX BOJIOC (amurMeHTHoe msaTHO) (puc. 1). Ocmotp
KOKHBIX TOKPOBOB: Ha JIMIIE B OOJNIACTH MIEK CHMMETPHYIHO
¢ 00erX CTOPOH MMEHTCS MHOKECTBCHHBIC aHTHO(DUOPOMBI
(puc. 2), no BceMy Telly MMEIOTCS IISITHA «KO(e C MOJIOKOM»
pasnu4yHoro pasmepa (5 mryk), 6e30one3HeHHbIe (puc. 3). Bu-
JIMMBIE CIIU3UCTBIE 000IOYKH PO30BbIe. JIuMpaTuuecKue y3ibl
HE yBEJIWYEHBI, IPH HaJblalny 0e3001e3HeHHBI, OBIKHEIL.
ITo BHyTpeHHUM OpranaMm — 6e3 ocodeHHocTel. CTya B HOpME.
Moueucnyckanne cBo00IHOE, 0e300JIe3HEHHOE.

Hesponoruueckuit craryc: CosHanue scHoe. Ilcuxo-
pedeBoe pa3BuTHE C 3anepkkoil. ['mmepaxtuBHas. [omosa
HOpMasbHOU (GopMbl. OKpPYKHOCTb T010BHL - 49 cMm. Uepen-
HO-MO3TOBBIE HEPBBI: JINIIO CUMMETPUYHOE, PACXOAsIIeecs
kocornasue. Hucrarma Het. SI3bik no cpenneit nunuu. Ciayx
W 3peHHe COXpaHeHBl. [ToTanue M GoHauus HE HAPYLICHBL.
UyBCTBUTENBHOCTh HE HapylleHa. B jaBurarenpHoil ce-
pe - XOIWT, MOX0/Ka He HapymieHa. TOHyC MBIIII] COXPaHEH,
AKTHBHBIC JIBHKCHUSI HE OrpaHUYCHBl. MBbIlIeUHas cuia — 5
6ainoB. CyxoxuibHble peduiekcsl BbI3biBatoTCsI, D=S. Ko-
OpJIMHATOPHBIC MPOObI BBHIMONHACT. ATaKCUU HeT. DYHKINH
Ta30BBIX OPraHOB KOHTposnupyeT. B moze Pombepra — noma-
ThIBaHUE.

Hannvie 1a60pamopHo-uHcmpymeHmanbHulx UCCIe008aHUIL

OOmue KIMHUYECKUH U OMOXUMUUYECKUI aHAIU3bl KPOBU
IPH MOCTYIUICHUH U B CTAI[IOHAPE — BAPUAHT HOPMBL.

ViIbTpa3ByKOBOE UCCIEA0BAHUE OPraHOB OPIOIIHOI 1oJI0-
ctr v ouek ot 21.09.2020 r., 3aKIi0ucHuE: TUCKUHE3HS KeTd-
HBIX IIPOTOKOB, X0JIecTa3. MHOXECTBEHHBIC aHTHOMHUOJTHIIOMEI
MapeHXNMBI 00eUX MOUYeK, OOJIbIIe BEIpaXKEHHBIE CIIpaBa (susp.
TyOepo3HbIi ckiiepo3). I'uapoKanuKo3 NpaBoi MOYKH.

OnexrposHuedanorpadus ot 22.09.2020 r.: B D3I cHa pe-
THCTPUPYETCS MATONOTHYECKasi aKTHBHOCTh B BUJIE KOPOTKUX
TeHEepaTN30BaHHBIX OMJIAaTepaIbHO CHHXPOHHBIX ACHHXPOH-
HBIX Pa3psI0B ClIaliK-, MONUCIaHK-Me/JICHHAS BOJIHA, a TAKKe
KOMIUTEKCHI IIMK- MEIJICHHAsI BOJIHA 10 JIOOHO-IIEHTPaIbHO-BH-
COYHBIM OTBEJIEHUSIM cripaBa (puc. 5).

MPT romoBHOTO MO3ra, 3aKiIIOUeHHE: MPU3HAKA MHOXKE-
CTBEHHBIX CYOAIMEHIUMATbHBIX TaMapTPOM U CyOKOPTHKAIb-
HBIX ydacTkoB mnarojioruueckoit narencusHoct (TC). Atpo-
¢ust monmytapuit Mosra. M301upoBaHHast THITOTLIA3HUS HIDKHUX
OT/IEJIOB YepBs Mo3keuka (Bapuant Jlenan - Yokepa) (puc. 4).

Koncynpranus noronena ot 21.09.2020 r., 3axitodeHue:
o6rmee Heopassuthe peud 1I-111 ypoBHs. CHMKeHHE y4eOHBIX
HaBBIKOB.

Koncynpranus ncuxomnora ot 21.09.2020 r., 3akmouenue:
0COOCHHOCTH 3MOLHOHAJIBHO-BOJIEBOI Cepbl: IMOLUOHAIb-
HO-JIa0uibHOE. V3MEHEeHHEe 3MOIMOHAIBHO-BOJICBON CQepsl
1O AMUTUITY. VIHTEeINIeKTyaIbHOe Pa3BUTHE HIKE BO3PACTHOM
HOPMBI.

Ocmotp odramsmonora ot 21.09.2020 r, 3akiroye-
nue: OU Amnrmocmasm certdatku. Kocormasme mnepBuuHOE
COZIPYKECTBEHHOE pacxozsieecs aJIbTepPHUPYIOLLEE
HerocTosiHHOe. [ pyIina pucka o MHOIHH.

Ha ocHoBanuu *ajo0, JaHHBIX aHAMHe3a U 00bEKTHBHOIO
OCMOTpA, JAHHBIX JIAOOPATOPHO-MHCTPYMEHTAJBHBIX HCCIIe-
JIOBaHMI BBICTaBJIEH AMAarHo3: « CHMITOMarHdeckas MHOKJIO-
HHUYECKasi SMWIETICUs Ha (HOHEe MYIBTH(HOKAIFHOTO MPOrpec-
CHpPYIOIIETO CYOKOPTHKAIEHOTO W IEPUBEHTPHUKYILSIPHOTO
mpolecca B TOJIOBHOM MO3Te - TyOepo3HOro ckieposa. Tybep-
CBI B ouKax». COIyTCTBYIOIINIT IHArHO3:  AHEBPU3MA JICBOH
TJIEYEBON apTEePHI».
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PVICYHOK 4 - MP-npu3Hakn MHOXECTBEHHbIX cy63neH.qmmaanb|x raMmapTpom u Cy6K0pTVIKaJ'IbeIX y4acTKoB NaTonornyeckon MHTEHCUBHOCTU

Mempapmcoo: Uextp “MEDLOOK”
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PucyHok 5 - B 93l cHa pernctpupyeTcs naTonornyeckast akTuBHOCTb B BUAE KOPOTKMX reHepanv3oBaHHbIX bunarepanbHO CUHXPOHHbIX
ACMHXPOHHBIX pa3psiAoB cnavik, nonucnank MB, OMB, a Takke komnnekcbl Nk MB no no6Ho-LeHTpanbHO-BUCOYHbIM
OTBEAEHVAM crpaBa

OBCYXKJIEHUE

TyOeposHbIii CKIEpO3 — 3TO MYJIBTHCHCTEMHOE 3a0oieBa-
HHE, UMEIoIIee TeHETHIECKYIO MPUPOLY, C BapHaOeIbHON JKC-
MIPECCUBHOCTHIO (% KIMHUYECKOTO MPOSIBICHUS IPH HAJTHIUH
reHa), XapaKTepU3yIOIeecs MOsBICHHEM J0OPOKaYeCTBEHHBIX
raMapToM B MO3Te, TJia3ax, cepaue, moukax u koxe [1]. Cormac-
HO JTAHHBIM MHOTHX aBTOPOB JiBe TpeTH ciydaeB TC MMeroT

CIOpaINIeCcKUi XapaKTep, OCTABIIASCS OTHA TPETh HACIIETyeT-
Csl 110 ayTOCOMHO-IOMUHAaHTHOMY THty [ 1, 2]. [To pe3ynbratam
TIPOBEICHHOTO HAMH HCCIEIOBaHUS y 8 u3 33 mereil mMmemncs
OTSTOIIEHHBIN ceMeitHbll anamues 1o TC 1o nepBoi 1 BTopoi
JIMHUSIM, 9TO COCTaBHIIO 24% OT 0011ero uncia HaOIrOIeHHI.
Ilo mannaeiM mccnenoBanust Cardis M.A., DeKlotz C. u
JIPYTUX aBTOPOB Haubojee YyacTeiMu nposiBieHusiMu TC siBiisi-
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B oruruHAnBHEI HEBPOJIOr 1S

I0TCS: TIOP)KEHHWE KOXKH THIIA IIArpeHeBBIX OJSIIEK, aJeHOM
CaJIbHBIX JKeJIe3, TMITONUTMEHTHPOBAHHBIX MSATEH, BCTPEYaro-
muxcs B 90% ciyyaes [3, 4]. B Hamem ciydae runonurMes-
THUPOBAHHBIE MTHA BBISBIISJIMCH Y BCEX UCCIICIOBAHHBIX TAllU-
€HTOB, uTo cocTaBuiao 100% .

o naHHBIM GOJIBIIMHCTBA ABTOPOB CYIOPOKHBIC IPUCTYIIBI
B OOJIBIIIMHCTBE CITy4YaeB SBISIIOTCS MAHU(DECTHRIMU CHMITTOMA-
MU 3a0oneBaHus 1 HabmonaoTes y 80-92% 00nbHBIX, B HAILIEM
cllyyae JIaHHBIN 1okasarens coctaBuin 84,8% [1, 5].

XapakTepHbIM U YacThIM MposiBiieHreM TC B cepaeyHo-co-
CYIIUCTOM CUCTEME SIBIISIFOTCS paboMuombl cepana [1, 4, 51,y
3 u3 33 HamMX ManreHTOB ObUT BRISIBIICHA JaHHAS MATOJIOTHS,
9TO cOCTaBWIO 9% OT 00IIeH BEIOOPKH.

Taxke HamMu ObUIM M3yuY€HBI JIUTEPATYPHBIC JaHHbBIC, B
KOTOPBIX PAacCMaTPHBAJIACH MPsMasi 3aBUCUMOCTb MEXIy Ha-
JIU4YMeM TyOepcoB B FOJIOBHOM MO3T€ M YMCTBEHHOM OTCTaso-
cThio [6, 7]. CHIDKCHHE KOTHHUTHUBHBIX (DYHKIHMH pa3udHON
CTENEHN BBIPAKCHHOCTH B JJAHHOM HCCIICIOBAaHUM HaOItO1a-
nock y 100% nanueHToB, B pe3yiabraTe HeHpoBU3yaIn3aluOH-
HBIX HccieoBaHui Y 83% ObUIN BBISIBIICHBI CYOKOPTHUKAJIbHBIC
TyOepchl, y 85% - KaJbLUHATEL, YTO MOXET CBHAETEIHCTBO-
BaTh B T0JIb3Y BBIIICH3JIOKEHHOTO TPEJIITOIOKEHHUS.

BbIBO/1bI

TyOepo3HbIii CKIIepO3 - pekoe HacIeACTBEHHOE 3a00eBa-
HUE, /ISl KOTOPOTO XapaKTEePHbI ONpEJIeICHHbIE BPOXK/ICHHBIC
SMUIEPMOJMCIUIACTUYECKUE TTOPAKEHUsT HEPBHOW CHCTEMBI,
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KOXKH, OpraHa 3peHHs1, CEPACIHO-COCYAUCTON CHCTEMBI, TOYEK
U PYTUX OPraHoB.

Jlnarno3 tyOepo3HOTrO CKiIepo3a yCTaHaBIMBAETCS Ha OC-
HOBaHUU KOMIUICKCAa CUMIITOMOB, XapaKTCPHBIX JIsI JAaHHOTO
3a0oNeBaHus: HaIn4re TyOepCcOB (IPH3HAKOB OPTaHHIECKOTO
MOpa’Ke€HUsl TOJOBHOIO Mo3ra, noxarsepxkaeHHoe MPT- uc-
ClIeIOBaHMEM ), HAJTMIHE KOXKHBIX HPOSBICHNH (alIMTMEHTHEIE
IISITHA, TATHA «KO(E C MOJOKOM», YHACTKH «ILIarpeHeBOW»
KOXKH ), CHMITTOMaTHYeCKast AIUIICTICUS], aHTHO(PHOPOMEL.

CymecTByeT He0OXOAMMOCTh MOJTHOTO 00C/IeI0BaHUs Ta-
LUEHTOB C TyOEPO3HBIM CKJIIEPO30M C YIETOM BO3MOYKHOM Ia-
TOJIOTMY BHYTPEHHUX OPraHoB.

Ilpo3paunocms uccnedosanus

Hccneoosanue ne umeno cnoHCopckol nooodepicku. Aemo-
pbl Hecym HOMHYIO OMBEMCMBEHHOCHb 3a NPedoCcmasienue
OKOHUAMENbHOU 8ePCUlL PYKONUCU 8 NeYamb.

[eknapayusa o punancogvix u opyeux 63aumoommouie-
HuUsAx

Aemopbl He nonyuanu 20Hopap 3a Uccied08anue.

Bxnao aemopoe

Bce agmopul npunumanu yuacmue @ paspadomke KoHyen-
yuu u OU3aUHA UCCIeO08AHUsL, 0000PeHUU, aHaluze u oopa-
bomKe OamHbIX, HANUCAHUU NePB020 6APUAHMA CMAMbU,
OKOHUAMENbHOM YIMBEPAHCOCHUL CINAMbU 0151 NeHaAmil.

Kongpnuxm unmepecos

Asmopyi 3a5671510m 06 OMCYMCMEUU KOHDIUKINA UHMEPECO8.
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