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KnuHuyeckKoe HabnwoaeHue nayueHTa u3 YyBawuu
C BepoATHO uepebpanbHoil ayTOCOMHO-AOMHHAHTHOM
apTepuonatuei ¢ cybKopTUKaNbHbIMU UHMAPKTaMK
U neiko3nyetanonatuein (LAQAGUN)

Ilepebpanvras aymocomHoO-00MUHAHMHAS AGPMEPUONAMUsL C CYOKOPMUKAAbHbIMU UHGDApKmMamu U nelikodnyeparonamueli — cundpom L[A-
JACHJI (Cerebral Autosomal Dominant Arteriopathy with Subcortical Infarcts and Leukoencephalopathy — CADASIL) npedcmaeéasem coboii
6podcdenHoe 3a00ne6anue cocyoos mManoeo Kalubpa, npomexaroujee ¢ NOBMOPHLIMU AAKYHAPHbIMU UHCYAbMAMU, NPUBodsulee K HOCIENeHHO
Hapacmarouwum no0KopKo8biM, Ncee000y1b0aPHbIM, MO3NCEUKOBbIM CUHOpoMam U demenyuu. TIpu Heliposu3yaru3ayuu 8biA6AI0MCc MHOMNCe-
CM6eHHble NAKYHApHble UHQAPKmbl 8 0a3aNbHbIX aHeAUAX, MaAnaMyce, 6apoaUesoM MOCHY U 6eaoM eeuecmeae NOAYIApULl Mo3ed, a makdice
ampodghus 201061020 Mo3ea. OcobeHHOCMbIO 3a001e6aHU A6AAEMCA NOPAdICeHUe 0eN020 8elyecmaa 80AU3U BUCOHHBIX PO208 OOKO0BbIX Jceny0oy-
K06 U HapyscHbiX Kancynr. B cmamve npueodumcs onucanue 6oavnoeo ¢ LAINACHUII-cundpomom. Knunuueckasn kapmuna L[AJTACHII umeem
npoepeccupyouee meueHue U GKAUaen caedyrujue HegposoeutecKue paccmpoicmea: KOCHUMUGHble, NUPAMUOHbLEe, IKCMPANUPAMUOHbIE U
akcuanvhvie. [Iposedena ougdepenyuanvras OUazHOCMUKA OAHHO20 KAUHUMECKO020 CAYHASL C PACCESIHHbIM CKACPO30M, 8 MOM YUCAe C YHemOoM
dannvix netiposusyarusayuu. [[AJACHII-cundpom — pedkoe, nOMeHYUANbHO ONACHOE HeB8POA0UHeCKOe COCMOsHUEe, KOMOopoe Ha0a0aemcs
Y nayuenmos mMoa00020 803pacma u mpedyem 0emanbHo2o 00cAe008aHUS ¢ NPUMEHEHUEM COBPEMEHHbIX Men0008 OUACHOCMUKU.
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Cerebral autosomal dominant arteriopathy with subcortical infarcts and leukoencephalopathy (CADASIL) syndrome is a congenital small-ves-
sel disease running with recurrent lacunar infarcts and leading to gradually progressive subcortical, pseudobulbar, and cerebellar syndromes
and dementia. Neuroimaging reveal multiple lacunar infarcts in the basal ganglia, thalamus, pons Varolii, and cerebral hemispheric white mat-
ter, as well as cerebral atrophy. The specific feature of the disease is white matter lesion adjacent to the temporal horns of the lateral ventricles
and to the external capsules. The paper describes a patient with CADASIL syndrome. The latter runs a progressive course and includes the fol-
lowing neurological disorders: cognitive, pyramidal, extrapyramidal, and axial ones. This clinical case was differentially diagnosed with mul-
tiple sclerosis, including with consideration for neuroimaging findings. The CADASIL syndrome is a rare potentially menacing neurological con-
dition that is observed in young patients and requires a detailed examination using current diagnostic techniques.
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dTHonoruda, natorenes,

KNUHNYECKHEe NpoABNEHNA W AUNATHOCTHKaA

LlepeOpanbHasi ayTOCOMHO-AOMUHAHTHAsT apTepUONaTHsl C
CyOKOPTUKAJIbHBIMU MH(bApPKTaMU U JieiiKosHIedamonatuein —
cunapom HAJJACHIT  (Cerebral Autosomal Dominant
Arteriopathy with Subcortical Infarcts and Leukoencephalopathy —
CADASIL) xapakrepusyeTcsl MOBTOPHBIMU HWIIEMUYECKUMU
UHCYJIBTaMU TIOJKOPKOBOW JIOKAJIU3alU1, MUTPEHBIO C aypou,
CYOKOPTUKAJIbHOM IeMeHIrel, apdeKTUBHBIMU HApyLIEHUSIMU
B BUIe aernpeccun U TtpeBoxkHocTu. Cunapom HAIACHUIT —
pacmpocTpaHeHHOe 3a0oJieBaHUe, BBISIBICHHOE K HACTOSIIEMY
BPEMEHU B COTHSIX CeMeil TTo BceMy Mupy. PactipocTpaHeHHOCTh
HAJACHIT B pa3nuuHBIX MOMYJISILIUSIX COCTABISIET HE MEHee
2 ciayyaeB Ha 100 thic. Hacenenwms [1, 2]. Tun HacnemoBaHus
HAOACHIT — ayrocoMHO-IoOMUMHaHTHBIA. Oba roJjia mopaxa-
FOTCSI B OIMHAKOBOM cTerneHu. 3abojieBaHre 00YCIOBICHO MyTa-
uueir reHa Notch3, pacnosiokeHHOro Ha xpomocome 19ql2.
Wnenatuduunposano cBbie 150 MyTaunii pa3JiIMuHOro TUIIA B
reHe Notch3. VI3BecTHO, 4TO TeH Notch3 urpaeT poJib peryJsro-
pa nuddepeHIIMPOBKU U CO3PEBaHUS TJaIKOMBIIICUHBIX KJle-
TOK CTEHKM MEJIKUX apTepuii TOJIOBHOTO MO3Ta, MBIIIIL, KOXU 1
BHYTPEHHMX OPTaHOB. YKa3zaHHasi MyTallvst TPUBOIUT K JIeTeHe-
palyy 1 yTOJIIIEHUIO TIIaTKOMBIIIIEYHOW 000JI0UYKU COCYINCTON
CTEHKM, YTO BBI3BIBACT Cy>KEHME TTPOCBETA COCYa, ITOBBILIICHNE
TOHYCa U CHUKEHHE CITOCOOHOCTU K Ba3oaujIaTallii 1 KakK pe-
3yJIbTaT — Pa3BUTHE XPOHUYECKOI MIIIEMUU, B OCHOBHOM B 00-
JIACTU TIOIKOPKOBBIX CTPYKTYP M 0O€JIOro BellecTBa Mojayliapuit
roJIoBHOro mMo3sra [3, 4].

Kmunuuecku cunapom LHAIIACHII niposiBisieTcss 0ObIMHO
Ha 3-M—7M JeCATWICTUM XW3HU TTOBTOPHBIMU HIIIEMUYCCKUMM
WHCYJIBTaMU WU TPAaH3UTOPHBIMU UILIEMUYeCKUMU aTakaMu. MH-
CYJIBTI HOCSIT JJaKYHAPHBIM XapaKTep U BO3HUKAIOT OOBIYHO B OT-
CYTCTBUE apTepuaibHOU runepreH3uu (Al) 1 MHBIX COCYAMCThIX
daxkTopoB prcka. Hepenknmu nmpeaBecTHUKaMU JTaKyHapHBIX MH-
CYJIBTOB M HanboJjiee paHHUMU KIMHUIECKUMK CUMITTOMaM# 60-
JIE3HU SIBJISIIOTCSI MUTPEHO3HBIC MPUCTYIBI (MUTPEHBb C aypoii).
CrycTs HECKOJIBKO JIeT Te4eHHe OOJIE3HM MOXKET MEHSThCS: Ha
CMEHY OCTPBIM COCYIMCTBIM 3IM30[aM MPUXOISAT MOCTETIEHHO
nporpeccupymollias IeMeHLMs MOAKOPKOBOIO THUIIA, HapacTaro-
Ui TICeBIOOYIBOAPHBIM M MO3KEUKOBBI CHHIPOMBI, a TaKXKe
a(eKTUBHbIE PACCTPOMCTBA (Yalle MO TUIY JAENpeccuu, JTubo
OUTIOJISIPHBIX pacCTPOMCTB). B penkux cirydasx IeMeHIINsST MOXKET
OBITh €MMHCTBEHHBIM TposiBieHreM cuHapoma LIATACWII [1, 4].

BecbMa xapakTepHbiMU paHHUMM TTpu3Hakamu LHAJTACHIT
SIBJISTIOTCSI UBMEHEHUSI TOJIOBHOTO MO3ra, OOHapy>KMBaeMble TTpU
peHTreHoBcKoi kommbloTepHO# (KT) nuim MarHUTHO-pe3oHaHC-
Hoit (MPT) Tomorpaguu ronoBHOro Mo3ra: onpeaessieTcst KoM-
OMHALIMS HEOOIBIINX JJaKyHAPHBIX MH(MAPKTOB B OEJIOM BEILIECT-
Be OOJIBILIMX TTONYIIAPHUii, 0a3aIbHBIX TAHTJIUSIX, TaJlaMyce U MOC-
Ty ¢ nud@y3HbIMU M3MEHEHMSIMU O€JIoro BellecTBa 1O TUITY
neiikoapeosa. CrietpuuabiM MPT-npuznakom HAIACWMIT
CUMTAETCSI BOBJICUCHUE IIEPEIHETr0 IOJI0ca BHCOYHOW OJIU.
Bosbiioe 3HaueHUe mpumaeTcsl Takke HapacTalolieil 1Mo Mepe
MpOrpeccupoBaHus 00Je3HU aTpo(PUU TOJIOBHOTO MO3Ta: exXKe-
rogHo ero oobeM nipu LIAJIACHJI ymeHbIaetcst BIBoe ObICcTpee,
YeM Y 3I0POBBIX JIMII COOTBETCTBYIOIIETO Bo3pacTa. M3MeHeHusT
B 0€JI0OM BElIeCTBE rOJOBHOIO MO3ra Y HOCUTENIel MyTalluyi MO-
TYT UMETh MECTO YXe Ha 2-M IEeCSITUICTUU XKU3HU TIPU TTOJTHOM
OTCYTCTBUM KaKUX-JTMOO KIMHUYECKUX TPOSIBICHUI OOJIe3HM,
MO3TOMY HEWpOBMU3YyaIM3allMOHHBIC WCCICAOBAHUS CUMTAIOTCS
BaKHEMIIIMM 3JIEMEHTOM JUArHOCTUYECKOTO aJITOpUTMa Ipu 00-

caepoBaHuM cemeit, otsiromeHHbIX LIAJIACUIL. B otnuume ot
O6one3Hu buHcBaHrepa, umewuieit cxonHyio MPT-kaptuny,
y 0OJIbHBIX OTCYTCTBYIOT Al caxapHbIil nuaoer [5].

Haubosee nMpocTbiM U JOCTYIHBIM METONOM TPUXKU3HEH -
Holi nuarHoctuku cuHapoma HAJJACHII siBisieTcst OMorncus Ko-
xku. [Tpu 371eKTPOHHOI MUKPOCKOTIMY OOHAPYKUBAIOT Crieln(u-
Yeckue TPaHyJSIpHbIe OCMUOMWIbHBIE BKITIOUEHUST CPEIU JleTe-
HEPUPOBABIINX TJAIKOMBIIIEYHBIX KJIETOK CTEHKU apTepHO
nepMbl. Hanmuuue rpaHysIsipHBIX BKITIOUEHUI OTJIMYaeT JaHHOE
3a00JieBaHue OT BackyaonaTuu ripu Al u 6one3nu buHcBaHrepa.

WUnentudukauuss myrauuu reHa Nofch3 BO3MOXHa
npu npsimoMm JJHK tectupoBaHuu y aui ¢ nogo3peHueM Ha
HAJACUII.

Kpurepun muarnoctuku 1TAJTACUITL:

* BO3pacT B Jie0I0Te 3a00eBaHus Mosioxe 50 J1eT;

® HaJM4yue XOTs Obl 2 U3 CEAYIOIUX KIMHUIECKUX CUM-
MTOMOB: UHCYJIBT, MUTPEHb, HapYyILIEHUsI HACTPOECHUSI, CyOKOP-
TUKaJIbHAS TEMEHIINS;

® OTCYTCTBUE COCYIUCTBIX (DAKTOPOB PUCKA, STUOIOTUIE-
CKU CBSI3aHHBIX C HEBPOJIOTMUYECKUMHU TPOSIBIICHUSIMH;

® OUEBMIHOCTb HACJIEJCTBEHHOW ayTOCOMHO-IOMUHAHT-
HOIi mepeaayu;

* [opaxeHue 0esloro BellecTBa IMoJayliapuil rOJ0BHOIO
MO3ra U OTCYTCTBUE KOPTUKATbHBIX MH(bapKTOB npu MPT.

JIJisT TIOCTAaHOBKM JTOCTOBEPHOTO JMAarHO3a HEO0OXOTUMBI
cootBeTcTBUE KpuTepusm auarHoctuku HAJJACUII u BoisiBIe-
HME TeHEeTUYECKOI MyTalluy WIK apTepPUOINaTUU C XapaKTePHbI-
MU TPaHyJISIPHBIMU OCMUOMDUIBHBIMU BKJIIOUEHUSIMU TIPU OUO-
TICUM KOXXU/MBILIIIE [6, 7].

Nlevyenne

B Hactosmiee Bpemst nedeHue 6onabHbIX LIAIIACUIT He
pa3paboTaHo. BoNBIIMHCTBO CMENMATINCTOB PEKOMEHIYIOT T0-
CTOSIHHBIN MPpUeM acTIUpUHA B MaJIbIX J03aX WJIM IPYTUX aHTHUAr-
pEraHTOB, CTATMHOB, BAa30aKTUBHBIX ITPEMapaToB, KOTOPhIE yUya-
CTBYIOT B Perysiiuy (GyHKIWA SHIOTEINUS U MUKPOLUPKYJISI-
. [IpyeM aHTUKOATyJSHTOB IPOTUBONOKA3aH M3-3a BO3-
MOXHOTO pa3BUTHSI TeMOPPAruIecKoro MHCybTa. JleueHre Mu-
rpedu u apyrux coctosHuit pu LHAJACHJI mpoBoautcs mo
001IeNPUHATHIM cxeMaM. [10CKOJIbKY OMHUM M3 KIMHMYECKUX
MPOSIBICHUIA 3a00JIcBaHUIA SIBJISTIOTCS KOTHUTUBHBIC Hapylle-
nust (KH) paziauuHoil cTeneHu BoIpaXXeHHOCTH, BIUIOTh 10 pa3-
BUTHSI COCYAMCTOM IOEMEHIIMU, LIeJeCOOOpa3HO TPUMEHEHUE
HEHpOMeTabOJIMIYECKUX TIperapaToB, CIIOCOOHBIX YIy4IIaTh
KOTHUTUBHbIC (DYHKLIMU W MPEeIOTBpaIlaTh MPOTrpeccupoBaHue
narojioruyeckoro npouecca. OMIHUM U3 MOTEHILMATIbHBIX Tpe-
MapaToB SIBJISICTCS aKTOBETMH — BBICOKOOUMILIEHHBIM, JINIIIEH-
HBIII OEJIKOBOI 4acTH yabTpaduiIbTpaT KPOBU TEJAT, ComepKa-
muit 6omee 200 OGMOJIOTMYECKM AaKTHUBHBIX KOMITOHEHTOB.
B MHOrOYMCIEHHBIX 9KCIIEPUMEHTAIBHBIX paboTax MPOIEMOH-
CTPUPOBAHO, YTO aKTOBEIMH 00JIafaeT IJICHOTPOITHBIM 3 deK-
TOM, CBSI3aHHBIM C HEMPOMPOTEKTUBHBIMU U META0OJIUUECKUMU
CBOMCTBAMHU, PEAIM3YIOIIMMMUCS 3a CYET MHCYJIMHOIOZOOHOM,
AHTUTUIIOKCAHTHOM, aHTUOKCUAAHTHOW aKTMBHOCTH, a TaKXKe
CITOCOOHOCTH yJy4IlIaTh MUKPOLUUPKYISLIMIO B TKAHSIX, MO3M-
TUBHO BO3IECHCTBYSI Ha SHIOTE Ul cocynoB [8, 9]. B psne 3apy-
OCXKHBIX U OTEUECTBEHHBIX MCCIEAOBAHUI MOJYYEHBI TTOJOXM-
TeJbHbIE CBUIAETENbCTBA G (MEKTUBHOCTA aKTOBETMHA TPU CO-
CYIUCTBIX M HelpoaereHepatuBHbIX KH pasnmuuHoii creneHu
BbIpakeHHOCTU. [Ipenapat yiyuiliaji He TOJIbKO MoKa3aTeu ma-
MSITU ¥ BHUMAaHUSI, HO W TICMXO3MOIMOHAIBHBINM CTaTyC TalM-



€HTOB U ob1ee camouyBcTBUe [10]. D dekTuBHOCTD TIpernapara
y TaleHToB ¢ mocTuHCYNIbTHRIMU KH Oblia n3yueHa B HemaBHO
3aBEePIIMBIIEMCST KPYTTHOM MEXIYHAPOAHOM PaHAOMU3UPOBaH-
HOM TIIaLie0o0KOHTposupyeMoM ucciienoBaHun APTEMUIA
[11]. B uccnenoBaHuu moJjiyueHa CTaTUCTUYECKU JTOCTOBEpHast
pa3HUIIA TIO TIEPBUYHON KOHEYHOU TOYKE — W3MEHEHUIO I10
mkaie ADAS-Cog+ yepe3 6 Mec JieueHusI B TPYIIe aKTOBEIMHA
10 CPAaBHEHUIO C TI1a1e00, UYTO CBUAETENBCTBYET O IMOJIOXUTETb-
HOM BJIMSIHUY TIperapara Ha KOTHUTUBHbIE YHKIIUW Y TTAllUeH-
TOB, MIEPEHECLINX UHCYJIBT.

B kauectBe mpumepa MpUBOIUM COOCTBEHHOE HAOIIOE-
Hue nauueHTta ¢ cuHapomoMm LIAJTACUIL.

boavnoit C., 38 nem, eénepsvie nocmynun 6 KAUHUKY NO HA-
NPasAeHuI0 Y4acmKo8020 mepanesma 6 C6s3u ¢ yXyouleHuem co-
cmosnus. [Ipu akmueHom paccnpoce ommeuan 20108HyI0 601b, ne-
PUOOUHeCcKU BbIPAJICCHHYIO, 201080KpYICeHUe, YCUNUBAIOUueecs 6
noaoxceHuu cuds, ¢ nocaeoyiouUM B03HUKHOBEHUEM MOUIHOMDbL,
cmpaxa naoerus, mpegoicHOCHb, OPOJCaHUe 1e60ll PYKU, YCUAUBA-
oujeecs nPU 08UICEHUU U YMEHbULAIOWeecs 6 NOKOe.

Beudy naauuusa y nayuenma KH anamues 3abonesanus co-
bpaHn co cno6 eco mamepu. B meuenue 5 nem y nayuenma omme-
ualomes HapyuleHue NoxoO0Ku, yxXyouieHue Nnamsamu, nosieaeHue
pazopaxcumenbHoCmu, BCHbIALYUBOCIIU, ISOUECHMPUHHOCMU.
Ilocaednue 2,5 eoda ne xooum, npukosan k nocmeau. Hacunvcm-
BeHHble 08UIICEHUsI 1601l 8epXHell KOHeUHOCU NOSBUAUCH 0KO0A0
noayeoda Hazao.

U3 anamuesa uzeecmmo, ymo nayuenm u e2o pooumen ypo-
acenuyvt Yysawckoii Pecnybauxu. Poouncs om 2-ii bepemenHocmu.
bepemennocmo u podvr npomekanu 6e3 ocroxcHenuil. He jcenam.
U3 nepenecennvix 3a001e6anuii: 4epenHo-mo3208y10 mpasmy, UH-
gekyuu ¢ nopaxcenuem nepeHoil cucmemol ompuyaem. Onepayus:
annendskmomus. Bpeduvie npugviuku — Kypeuue, aakoeonb, Hap-
Komuku — ompuyaem. Cmapwiuii coin ycugem 6 npedeaax Yysa-
wuu, co cn0é mamepu, He 6oaeem. Henepenocumocmo meduyun-
CKUX npenapamosg He Hada00aiac.

ObsexmueHble OanHble: 00ujee COCMOsSHUE OMHOCUMENbHO
yoosenemeopumenvroe. KojcHble nokpogsl 61e0H08amol, NPoOAelNCHU
6 Kkpecmuyosoii obnacmu. Tonvl cepoua npuenyuieHsl, pumm npa-
eunbHbLl. Apmepuanvioe dagaenue 140/90—120/80 mm pm. cm,
uyacmoma cepoeunwix cokpawernuil (4CC) — 88 6 munymy. Ilyavc na
nepughepuneckux apmepusax yooeaemeopumenvbHulil.

Heeponoeuueckuii cmamyc: coznanue schoe. becnoxoen,
mpegoxce, neeko 030yodum, pazdpaxcumenen. lunokpumuyen,
obesvinuyuamuget. OpueHmuposat 6 mecme, OpUeHMUPOBKA 80 8pe-
MeHu 3ampyonena: damy He Hazvieaem. [Ipocmobie komaHObL binon-
Hsem nocae HecKkoabkux nogmopenuii. Ha éonpocol omeeuaem o00-
HocaodcHo. Tlamame na mekyujue cobbimus pe3ko chudxicena. Peus
duzapmpuuna. Menuneeanvrvle CUMRIMOMbL OMPUYAMeNbHble. 3pe-
Hue cHudiceHo Ha oba enasza. [lons 3penus coxpanenst. [nasznvle we-
au pasHvle. Bzensno gukcupyem. Jlgoenus nem. Ilosopom enasmnwix
A010K U 2010661 cuHepeuyen. Jleudicerue 2na3Hvix 610K 8 NOAHOM
obseme. Hucmaem — eopusonmansholii, 6epmuxansvholii cpedrepas-
mawucmolil. 3pauku pagnvie, 3 um. Pomopeakyuu ncusvie. Kopre-
anvibvle peghnexcol coxpanensl. Hocoeybrvie ckaadku acummempuy-
Hbl, HOCOYOHas cKaadka cnpasa cenadicena. Cayx coxpamet, 2010¢
3@yuHbLL, 210MOYHbLI pedhnekc nosviuier. Msekoe Hebo gonupyem.
Thomanue ne napyuieno. S3vik no cpedueii aunuu. Cusa 6 6epxHux
KoHeuHocmsx: caeea — 4 6anna, cnpasa — 4 6anna, cuna 6 HUNICHUX
KoHeuHocmsx: creea — 2 baana, cnpasa — 2 bainra. MoiweuHbiil
MOHYC NOBbIUIEH NO CRACMUYECKOMY muny, 6oavuie cnpasa; noebl-
wen moHyc akcuanvHolx moiuty. Penomen npomugodeiicmeus 8 Ko-
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neunocmsx. Cyxoxcunvhole pegaekcol ¢ pyk: nogviuiensvt D>S, ¢ Hoe
nosviuenvt D>S. bprownvie pegaexcor omcymemeyrom. [lamono-
euyecKue 3HaKu cmonHvle: 08ycmoponnuil cumnmom babunckoeo.
Cumnmombl opanrvHo2o asmomamuzma — cumnmom Mapune-
cky—Padosuuu. Koopdunamoprvie npodbi: naivyenocosyrr npooy
CNpasa 8bINOAHAEM C Ae2Koil QucMempuell, cAe6a U3-3a BbipadiceH-
H020 aKYUOHHO20 MpPemopa GbiNOAHUMb He MOJCem; KOAeHHO-Ns-
mouHas npoba npoeooumcs ¢ blpaNCeHHOU ducmempuell ¢ 08YX
CcMOpoH. BoipasiceHHblll aKYUOHHbBLI MPemMop 1e60ll 6epXHell KOHeY-
nocmu. [layuenm camocmosmenvHo He nogopayueaemcsi, He cu-
dum. Beudy evipasncennvix KH mazoevie QyHKyuu nosHocmoio He
KOHmpoaupyem.

Taxum o6pazom, y 604bHO20 umMeemcs NOpasceHue NUPamuo-
HOUl, IKCMPAnuUpamuoHoil U MO3XHCeHKO080l cucmem, Gblsigasiemcs
CYOKOPMUKANbHASL KOCHUMUBHAS OUCHYHKYUSL.

Jlabopamopubie uccaedosanus: 6 odwem, OUOXUMUYECKOM
aHaAU3ax Kpoeu U Koazynoepamme OmKAOHEHUl Om HOPMbl He Gbl-
aeneno. Peakyusa na eonuanounwlil anmuxoazyasHm ompuya-
menvHas.

00630pHas peHmeeHoepapus opeanos epyoHol NoA0CMU:
6 NpAMOl NPOoeKuul Ne204HOl PUCYHOK YcuaeH, Oedhopmuposa,
boavle cnpasa, mMeaKoysnoeas degopmayus. Kopnu neekux cmpy-
KMYpHbl, Heckoavko ynaomueHwl. Kynoaa duaghpaemuvr poshuie,
yemkue ¢ obeux cmopon. Cunycol c60600ubie. Cepdeuro-cocyou-
cmas meHs 6e3 ocobenHocmeil.

DKT: cunycoswiii pumm. YCC — 88 6 munymy. Bepmukanvroe
noaoxcenue snekmpuueckoii ocu cepoya. Cunopom pauteil penoasi-
pu3ayul HcenyoouKos.

MPT 20106H020 M032a (CM. PUCYHOK): 8 0a3anbHbIX A0PaAX
cnpasa — HeboAbUIOl ouae (4 Mm) NoBblUeHHOU UHMEHCUBHOCMU
MP-cuenana 6 pexcume T2 u nOHUNCEHHOU UHMEHCUBHOCMU 8 De-
acumax T1u FLAIR. B mocmy, mo3ze06om mene mo3iceuka, Huic-
HUX, CPeOHUX HOICKAX MO3JceuKa, cpeoHem Mo3ee, NepUGeHmMpPUKY-
A5APHOM benom eujecmeae, cyOKOPMUKAIbHOM 6ea0M eujecmeae 100-
HbIX, 3aMbLIOYHBIX, MEMEHHbIX 00aell cpeOHell CIMeneHuU GblpadiceH-
Hocmu Jugp@ysno-ouazosvie usmenenus MP-cuenara — nogwliuen-
Hotl unmencusnocmu 6 pexcumax T2 u FLAIR, carabo nonuxcernoii
6 peacume T1. Heckonvko pacuupenst gce omoenst sHcenydouKogoi
cucmembl, CUAbBUEBDI Weal, 00800AuAs, 4eMBePOXOAMHAs UUC-
mepHbl, KOHeeKcumanvHvle 60po30bl noayuwiapuii 6016ui020 Mo3ea.
Ilepusackyaapuvie npocmpancmea Bupxoea—Pobena ne3nauu-
MeavbHO PacuiupeHsi.

Saxaruenue: MPT-npusnaku arakynapuoi Kucmol 6 6a3ans-
HbIX A0pax cnpasa. Jughgysno-ouazosvie usmereHus é cmeone, be-
A0M 8eujecmee Mo3dceuKd, noAyulapuii 604020 mMo32a no muny
ducyupkyasmoproil sHyearonamuu. CmewanHas ampoguueckas
eudpoyeghanus.

Koncyavbmayus xupypea: npoaexcru Kpecmuyosoil 0oaacmu.

Koncynvmauus yponoea: netipoeennas ouc@yHKulUs Mo4egozo
ny3svipsl.

Koncyavmauyus omopunonapuneonoea: 08ycmopoHHtsis CeHco-
HespanvHas myeoyxocms I-ii cmenenu.

Koncyaomayusa oxysucma: OU-aneuonamus cemuamru.

Yuumwvieas monodoii 6ospacm nayuenma, ougppepenyuans-
HYI0 OUA2HOCMUKY NPOBOOUAU C NePBUHHO-NPOSPECCUPYIOUWUM 8-
DUGHMOM meHeHus paccesHHo2o ckaeposa. Kiunuko-nabopamop-
Hble JaHHble He COOMBEemMcmaeo8any Kpumepusm OUuaeHOCMUKU pac-
ceanHoeo ckaeposa. llepsuuno-npoepeccupyrouias gopma paccesn-
Hoeo ckaepo3a dedromupyem uawe nocae 40 nrem (y nHaweeo nayu-
enma 3abonesanue Hauaioce 6 33 eooa). B kaunuueckoii kapmune
npu nepeuvHO-npocpeccupyouem 6apuame meeHus paccesHHoeo



HAWHUYECHKUE HABNHWAEHUA

MPT 2on06H020 mozea nauuenma C., 38 nem. Jugpyszno-ouaeo-
6ble U3MEHEeHUs 6ellecmBa 20108H020 M032d

cKAepo3a npesasupyem CNUHAAbHAS CUMNMOMAMUKA, 0OHAKO &
danHOM HabAOeHUU UMENUCH yepedpanbHble nposeaeHus. JlemeH-
Yus NPU paccessHHOM cK.Aepo3e 00bIMHO PA36UBAEMCs AU NPU ONU-
MenbHOM MANCeNOM meveHulu 3a001e6anusi, 8 Mo 8pemMs KaxK 04s
HIAJIACHUJT xapakmepno nosierenue KH na nauassHom smane 3a-
6onesanus. [lpu MPT eonoenoeo mosea npu daunHoli popme pacce-
AHHORO CKAEp03a ONpedensitOmcs He3HauumenvHvle UsMeHeHus 6e3
04a2068 demueauHu3ayuu, 4mo 00ycr081eHo 6 boavuieil cmeneHu
AKCOHANBHBIM, YeM OCRAAUMENbHbIM, nospedcdenuem. Kpome mo-
20, NAMOCHOMOHUYHBIM NPUBHAKOM PACCESIHHORO CKAepO3a sA8Asem -

¢ Haauvue 04a208 0eMUueAuHu3ayuy 8 Mo30AUCMOM meae U CRUH-
HOM Mo32e, Yeeo He Haba0anocy y Hauleeo nayuenma.

Jleuenue nposodusoce anmuaepecanmami, 6a30aKMUGHbIMU
U HOOMPONHBIMU NPENapamamu.

Ilpunumas 6o eHumanue jxcarobvl nayueHma, aHamues 3a-
bone6anus U HCU3HU, OaHHblE 006eKMUBHO20 OCMOMpPa (Nopajicerue
nUPAmMuOHoil, SKCMPanupamuoHoll, MO3JCEUKOB0U cUCmeM, CIEo-
A4 20/108H020 M032a, CYOKOPMUKAAbHAS KOSHUMUBHAS OUCHYHK-
yus1) u Helipogusyanuzayuy (AAKYHaApHas KUcma é 6a3anbHuixX eaH-
eausax cnpasa, oug@ysHo-ouazoevie U3MeHeHUs 8 cmeone, b6eaom
seujecmee Mo3diceuKa, noAyuapuax 6016ui020 Mo3ed, pacuiuperue
ACeNYO0UKO0BOU CUCMEMbl 20108HO20 M032a U KOHBEKCUMANbHO2O
cy6apaxHoudanbHo20 NPOCMPAHCMEA), a MaKlice MOoA000l 603-
pacm, omcymcmeue Al u caxaprnoeo duabema, anmugocghoaunuod-
HO020 CUHOpOMA, CUCIMEMH020 8ACKYAUMA, KOHCMAMUPO8AHO, Ymo
boabute d0anHblx 6 hoawv3y cunopoma LHIAJTACHII. U xoms kaunuye-
cKue u 1abopamopHo-uHCmpyMeHmanbHvle OaHHble YKA3bl8aiu Ha
LIAJIACHII, oonako, uz-3a omcymcmeus pe3yabmamos eeHemuue-
CK020 UCcaedo8anust U OUONCUU KOXCU, YCMAHOBAEH 8ePOIMHbLLL
duaenos HAJTACHII: cybxopmukaivHas KoeHUMUGHAS OUCHYHK-
yus, ncesdo0yAbOapHLLL CUHOPOM, mempanapes (neeKuil napana-
De3 BepXHUX KOHeYHOCmell U cnacmu4eckuil napanape3 HudlNCHUX
KOHeuHOCmell), 8bipadceHHblil AKYUOHHBIIL MpPemop 1e80il epxXHell
KOHeuHOCmU.

Llepe6GpoBacKkysipHble 3a00JieBaHUSI Ha TPOTSIKEHUU
MHOTHX JIET OCTAIOTCST OMHOM M3 HanboJiee 3HAYMMBIX MTPOOIeM
COBPEMEHHOI1 HEBPOJIOTMM U 3[APAaBOOXPAHEHUS B LIEJIOM, YTO
00YyCJIOBJIEHO pPOCTOM YpPOBHSI 3a00J1eBa€MOCTH, BBICOKOI
CMEPTHOCTBIO U TAXKECTbIO MEAULIMHCKUX, SKOHOMUUYECKUX U
COIMAIBHBIX TIOCIICICTBUH.

HAJACHWJT — moTeHIIMaIbHO OTIAaCHBIN CUHIPOM B OTHO-
IEHNY BO3HUKHOBEHUS WHCYJIBTA W IEMEHIINU Y JIUI] TPYIO-
crnocobHoro Bo3pacTa. CinoxxHocTh nuarHocTuku LIAJJACUIT u
JIPYTUX apTepuornaThil CBsi3aHa ¢ UX CyOKIMHUYECKUM TeUeHU-
€M, MaTOreHEeTUYECKON IeTepOreHHOCTbIO U OTCYTCTBUEM BO3-
MOHOCTHU KOMILJIEKCHOTO 00C/IeI0BaHMSI MMallMEHTOB Ha aMOy-
JIATOPHO-TIOJIMKIIMHUIECKOM YPOBHE ISl BBISIBIICHUSI TE€HETHU-
YECKUX 3200JIeBAaHUI B 1IETIOM.

[To nanHbIM UTEpatTypsl, cuHapoM LUAJTACHII u npyrue
aprepuonaTuM BcTpevaroTes yacto. OnHako B YyBaiimy MHO-
rve ciydau 3a0oJieBaHusl BCE €lle He AMarHOCTUPYIOTCSI BBULY
OTCYTCTBUSI TOCTaTOYHBIX 3HAHWI HE TOJBKO Y TepaIrieBTOB U
HEBPOJIOTOB, HO JTaXe W Y aHTUOHEBPOJIOToB. [ToaToMy y 60JTh-
IO TPYTITIBI MAIIMEHTOB 0OJIE3Hb MPOTEKAET MOl MACKOM «TH-
CLMPKYJIITOPHOU dHIIeanonaTum».

CoBpeMeHHbIe METO/bl IMarHOCTUKU TTO3BOJISIIOT MTPOBO-
JUTh TIEPBUYHYIO BepHbUKaAIMI0 MOP(OIOrMIecKuX M3MeHe-
Huit nipu HAIJACHWIL. B cBsI3u ¢ 9TUM BO3HMKAeT HEOOXOMU-
MOCTh B OCHAIIIEHHUHW MEIUIIMHCKUX yupexaeHnii YyBaickoii
pecryoNuKA TUAarHOCTUIECKUM OO0OpyHOBaHMEM (IJIEKTPOH-
HBIMU MUKPOCKOIAaMM, peakTuBaMmu il mpoBeneHust JIHK-Te-
CTUPOBAHUS U 1Ip.).

Cpeau nalueHTOB ¢ COCYJAMCTON MaToJ0TUel TOJI0OBHO-
TO MO3Ta 0c000e BHUMaHUe CIIeIyeT YACISITh JIUIaM MOJIOIO-
TO BO3pacTa C IeJTbI0 BBISIBJIEHUS BCEX BO3MOXHBIX TTPUINH
apTepuomaThuii ¢ TOCIeAyIoINM IPOBEIeHUEM KOMIUIeKca
JIe4YeOHBIX U MPOGUIAKTAYECKUX MEPOTIPUITUIA IS TTPEIOT-
BpallleHUsI COCYAMCTBIX KartacTpod M AeMEHLUU. DTO JacT
BO3MOXHOCTb CHU3UTh ITOKa3aTeJIM CMEPTHOCTH OT Ceped-
HO-COCYIUCTHIX 3a00JIeBAaHUIN W YIYYIIUTh KAYeCTBO KU3HU
MMaIMeHTOB.
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