POCCUNCKI/A HEBPONIOTYECKIV XKYPHAN, Ne 3, 2022
DOI 10.30629/2658-7947-2022-27-3-20-27

WNCCNEAOBAHNA N KNIMHUYECKE HABITIOAEHWA

NCCNEAOBAHMNA U KIUHUYECKUWE HABNTIOAEHUA

© KOJIJIEKTHUB ABTOPOB, 2022

TUATHOCTHUKA U TEPANIUS HEPEBPAJILHOI AYTOCOMHO-
JTOMMHAHTHOM APTEPUONATHUHU C CYBKOPTUKAJIbHBIMHA
WH®APKTAMMU U JEHKODHIEPAJTONMATHEN (LIAJIACWJT) C MO3UIIHA T
COBPEMEHHBIX PEKOMEH/IALIA

Hleiixo I'E.%, Benosa A.H.', I'puzopvesa B.H.', Pacmepsesa M.B.', Kocaxuna M.1O.?

'®OI'BOY BO «IIpuBOHKCKHI HCCIIENOBATENBCKUI METUIIMHCKUN YHUBEPCUTET» MUHHUCTEPCTBA 3PaBOOXPAHEHHUS
Poccuiickoit ®enepaunu, Huxuanit Hosropon, Poccus
2000 «Tonyc Jlaiid», Hmwkuauit Horopox, Poccus

20

Pesrome

Uepe6paﬂbnaﬂ aAymoCcoMHO-OOMUHAHMHAS AGPMEPUONAMUSL ¢ CYOKOPMUKANbHLIMU UHGapKmamu u jetikodnyedano-
namueti (HAJJACHII) npedcmasnsem cobou naubonee uacmyio gopmy monozennvix bone3nell MenKux cocydos 2on06-
HO020 M032a, OOHAKO 0C8E00MAEHHOCHb NPAKMUYECKUX 8padell OMHOCUMENbHO 91020 3aD0Ne6aAHUs ce elye ocmaem-
cs HusKou. Llenvlo nybaukayuu se61aemcs 03HAKOMIeHUe KIUHUYUCMOE ¢ pekomenoayusmu Eeponetickoil akademuu
Hespono2Ul, 3HAHUE KOMOPLIX MOXCcem nomousb 8 ceoespemennom gviasnenuu LJAJACHUJI u evibope onmumanshou
MaKkmuku jedenus nayuenmos. Ilpeocmasneno onucanue cobCmeeHHO020 KIUHUYECKO20 HAONIOOEH U L.

KniwoueBsie cnoBa: mepedpanbHas ayTOCOMHO-IOMHHAHTHAS apTEPUOTIATHS C CyOKOPTHKAIBHBIMH HH(papKTa-
MU ¥ jeiikosHuedanonarueit, [IAJJACHUJIL, MoHOTreHHBIE 00JIE3HN MEIIKUX COCY/IOB FOJIOB-
HOTO MO3Ta, pEKOMEHIAuH
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Abstract

Cerebral autosomal dominant arteriopathy with subcortical infarcts and leukoencephalopathy (CADASIL) is the most
prevalent monogenic cerebral small-vessel disease, but doctor s knowledge in this sphere is still insufficient. We aimed
to introduce the recommendations of the European Academy of Neurology to Russian clinicians because it can help
them to discover CADASIL in time and to manage patients with this form of monogenic cerebral small-vessel disease.
We present the own case report.
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Coxpawenua: EAH — EBpomnelickas akaneMus He-
Bposiorur; MbMCI'M — MOHOTEHHBIE 00JIE3HN METKUX
cocynoB rososHoro mosra; MPT — marnuTtHO-pe3o-
HaucHast tomorpadus; HAJACWUII — uepebpanbHas
ayTOCOMHO-ITOMHHAHTHAsl apTepUomnarusi ¢ CyOKop-
TUKAIGHBIMH WH(ApPKTaMUA H JIeHKOdHIIedaIonaTHex;
CADASIL — cerebral autosomal dominant arteriopathy
with subcortical infarcts and leukoencephalopathy;
GOM — granular osmiophilic material (rpanymnsp-
Hble ocMuoduibHble BKModeHns); EGFr — epidermal
growth factor-like repeats (paxrop pocra snuaepmuca).

LepeOpanbHasi ayTOCOMHO-IOMHHAHTHAs apTEepPHO-
maTusi ¢ CyOKOPTHMKAIbHBIMH HH(MApKTaMH W JIEHKO-
sunedanonarueit (LIAJJACUJI) (cerebral autosomal
dominant arteriopathy with subcortical infarcts and
leukoencephalopathy, CADASIL) sBnsiercs Hanbosee
YacThIM BapHaHTOM MOHOTEHHBIX OOJEe3HeH MeTKux
cocymoB romoBHoro mo3ra (MBMCI'M) [1]. Pacmpo-
CTpaHEHHOCTb 3a0oneBaHMs cocTaBmieT 2—4 cioy4as
Ha 100 TeIc. HaceneHus [2]; MO Mepe yaydlleHus Aua-
THOCTUYECKUX BO3MOXKHOCTEH 3TH TIOKa3aTeld MOTYT
OKa3aTbCs CYIIECTBEHHO OoJiee BBICOKUMH [3].

IHAJJACWJI Ber3eiBacTcs mytanusymu reHa NOTCH3,
pacnonoxxenHoro Ha 19 xpomocome [4, 5]. ['en NOTCH3
xomupyer Oermok NOTCH3, kxoTopslii mpUHAIIEKUT
K CEMEHCTBY KJIETOYHBIX TPAaHCMEMOPaHHBIX PELENTO-
POB ¥ DKCTIpECCUPYETCA Y YeJIOBEKa I8 JKOMBIIIIEYHBIMU
KJIETKaMHU COCYAOB U MypalbHBIMH KJI€TKaMH (MIepULIH-
TaMu), IPUJIETAIOIINMHU CHApYKU K CTEHKE KalMIISIPOB
u aptepuon [5, 6]. B kauecTBe KIETOYHOTO perenTopa
monekyina NOTCH3 pacnio3HaeT CHTHaIbHYIO MOJIEKY-
Ty (Mranm), CBA3BIBAETCS C HEW, H3MEHSIET CBOIO CTPYK-
TYpY W aKTUBUPYET ONpEIeNEeHHBIH CUTHAJIHHBIN MYTh.
Kak u apyrue MmeMOpaHOCBsI3aHHbBIE PELENITOPHI, OEIO0K
NOTCH3 wumMeer BHEKJIETOYHYIO, TpaHCMEMOpaHHYIO
U OUTOIJIA3MaTHYECKYIO YacTu (IoMeHbl). BHekierou-
Hb1it moMeH 6exa NOTCH3 BkitouaeT mocienoBarennb-
HOCTh U3 34 MOBTOpAIOMIKXCS (ParMeHTOB, MOJOOHBIX
(haxtopy pocra smuaepmrca (epidermal growth factor-
like repeats, EGFr) [4]. Kaxapiii ¢pparment EGFr 6orar
aMMHOKHCIIOTHBIMM OCTaTKaMM LIMCTenHa. B HopMe cBs-
3piBanne NOTCH3-penenrtopa co cnenuduiyeckum is
HEro JIMTAaHIOM WHHULMHUPYET IOCIEN0BAaTEIbHOE pac-
memienne NOTCH-peuentopa ¢ BEICBOOOKIEHHEM €T0
LUTOIIa3MATHUECKOTO JJOMEHA, KOTOPBIH IIOCJIE 3TOrO
MepeMeIaeTcs B PO KISTKH U HAYMHAET Y4acTBOBAaTh
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B PETYISIMHU 3KCIIPECCHH T€HOB TaKUM 00pa3oM, 4TO
MOJIep>)KUBAaeT HOPMalibHOE (DYHKIIMOHUPOBAHHE IJIajl-
KOMBIIIEYHBIX KJIETOK CTEHOK apTepHon [6].

I'en Genka NOTCH3 mmeer 33 »K30HA; K HAcTOs-
nieMy BpeMeHHW onpezenieHo Oonee 230 ero myrtanui.
BonpmmacTBO M3 BBRI3BIBatonux LIAJACUIT myTarmit
JOKanIu30BaHbl B Tex 3k30Hax reHa NOTCH3, kotopsie
komupytot onuH u3 34 EGFr coorBercTBytomero Oemka
[4, 6]. B pesynbrate 3THX MyTauuii uaMeHsercs (yBe-
JTUYMBaeTCsl TMO0 YMEHBIIAETCA) YUCIIO HUCTEHHOBBIX
octatkoB B EGFr NOTCH3-peuentopa. M3MeHeHHbII
BHeKIeTouHbI goMeH NOTCH3-penentopa HaunHaeT
HAKaIUIMBaThCsl BO BHEKJIETOYHOM NPOCTPAHCTBE, YTO
B KOHEYHOM HMTOTE€ MPUBOJNUT K JETPATAINH TIIaJKOMBI-
IIEYHOTO CJIOSE COCYIUCTOM cTeHkH [S]. [ubenb rmaakux
MBIIIEYHBIX KJIETOK U OTIIOKEHHE TPaHYIIAINOHHOMN TKa-
HU B CTEHKaX apTEpHii MEJIKOTO Kaarudpa CriocoOCTBYIOT
Pa3BUTHIO JIAKYHAPHBIX WH()APKTOB M JICHKOIHIIE(haI0-
MaTHU.

3a0oneBaHne OTHOCHUTCS K ayTOCOMHO-JIOMHHAHT-
HBIM, OJTHAKO CEMEHHBI aHAMHE3 IMPOCICIKUBACTCS HE
BCErJ]a — BCJEICTBHE MATKOTO TEUCHUS W/UIN AUArHO-
CTHUYECKOH OIIMOKHU OO0JIE3Hb Y KPOBHOTO POJICTBEHHHKA
MOJKET OCTaTbCsi HEPacMO3HAHHON MO0 MyTalus Mo-
JKET BO3HUKHYThH BIiepBhIe (de-novo) [1].

Cnernududeckne ASTIO3UTHI MATOJIOTHYECKOTo Oel-
Ka 00HApPY>KUBAIOTCS B MEIKUX COCYIaxX M KamWLIsApax
MHOTHX 00JacTell 4eJI0BEYECKOTO Teja, OIHAKO IO He-
W3BECTHBIM [I0Ka NPUYMHAM KIMHHYECKHE MPOsBIIC-
HUS 3a00JeBaHMs KacaloTCs JIMING IEHTPATbHON HEpB-
HOW cucTembl; (hopMaMKl KIMHUYECKON MaHudecTaluu
HAJACHNII aBIsroTCsI MEUTPEHD C aypoi, ocTpas dHIle-
(anonarus, MOBTOPHBIC JAKYHAPHBIC HHCYJIBThI, KOTHU-
THUBHBIE ¥ SMOIIMOHAIFHO-BOJIEBbIe HapymeHus [7]. UH-
CYJIBTBI, KaK MPaBUJIO, HOCAT WUIIEMUYECKUN XapakTep,
OITHAKO y TIAI[MEHTOB, MOJTYYAIOMINX TEPANUI0 aHTHUKO-
aryJIsiHTaMH, OTKUCaHbI CIIy4ad Pa3BUTUS TeMopparuye-
CKHX HapyIIEHIH MO3TOBOTO KPOBOOOpAIIIEHNST; MHCYITb-
ThI Yallle pa3BUBaIOTCs B cpegHeM Bo3pacte (40—60 ner);
KypeHHe W apTepHasibHas TUIEPTEH3US CIIOCOOCTBYIOT
Oornee panHemy pasutuio 3aboneBanus [8]. TsoxecTh
WHCYIIBTa MOXET 3aBUCETh OT JIOKAJIU3aI[UH MYTalluu
B rene NOTCH3 [3]. Jna HAJACHJI xapakTepHbl Tak-
e TIOCTETIEHHOE TPOTPECCHPOBAHNE KOTHUTUBHBIX Ha-
PYIICHHI C UCXOAOM B JCMEHIIUIO, HAPYIICHUS TIOXOIKU
1 agdeKTUBHBIE pacCTPONCTBA (Yalle 1o THILY IeTpec-
cum) [9, 10].
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MaruuTtHo-pe3oHancHas Tomorpadus (MPT) ronos-
HOTO MO3Tra BBIBIISIET PACIPOCTPAHEHHbIE CUMMETPUY-
HBIE ¥ TPOTPECCHBHO YBEIUYMBAIOIIUECS B pazMepax
CyOKOpTHKaJIbHBIE OYaru MOpaXeHUs! OeJIoro BelecTsa
TOJIOBHOTO MO3ra, JIAKYHBI, MUKPOKPOBOU3JIUSHUS, pac-
LIMPEHHbIE NEPUBACKYISIpHBIE HpocTpaHcTBa [11, 12].
HetipouzyanuzamnumonasiM Mapkepom LA JTACHUII cuu-
TaeTcsl TUIEPUHTEHCHBHOCTH OEJIOro BEIIECTBa B 00-
JIACTH TEpPEeAHHUX OTHAENOB BHCOYHBIX 10N, OJHAKO
y HekoTopbix nanueHToB ¢ LIAJTACUII sToT mpusHak
He oOHapyxwuBaercs [1]. Mopdonorudeckum OGuomap-
KEpOM SIBIISIETCSl OOHApy>KUBaeMbIE TIPU TTOMOILH 3JIEK-
TPOHHON MHUKPOCKOITUHM TpaHyJspHbIE OCMUO(UIBHBIE
BKItoueHus (granular osmiophilic material, GOM), koH-
TaKTUPYIOLIHE ¢ MyPaJbHBIMU KIIETKAMU MEJKHX apTe-
puit [13].

HecmoTpst Ha TO 4TO B OTEUECTBEHHOW JIUTEpary-
pe mpencrasieHsl onucanus nauueHtoB ¢ [HAJJACUIT
[9, 10, 12, 14-17] u w3maHo y4eOHO-METOAUIECKOE
nmocobue Ha 3Ty Temy [18], HepeaKo AUarHo3 ycTaHaB-
JUBAaeTCs CO 3HAYMTEIHHBIM OIO3JIaHUEM, a BeICHHE
MAIMEHTOB BBI3BIBAECT Yy Bpadeld MHOro BompocoB. Lle-
JIBI0 MyOJUKAIIUY SIBIISIETCS 03HAKOMIICHHE Bpadel ¢ pe-
koMeHIauusaMu EBpomnelickoil akagemMuu HEBPOJIOTUU
(EAH), KOHKpETH3UPYIOUUMH MOIXO/BI K THATHOCTHKE
u neueHuto MBMCI'M, a Takike onucaHue COOCTBEHHO-
ro HaOIIIOEHNS C TETBI0 JIEMOHCTPAIMN aKTyalbHOCTH
3THUX PEKOMEH/ALNH.

Pexomenmannn EAH Oputn pazpaboTaHbl Tpymniioit
sKkcriepToB [1], At BBIPaOOTKH KOHCEHCYCHBIX peLie-
HUI ObT puMeHeH Metox Jlenbdu, mpemonarammi
WCTIOJIb30BAHUE CIIEIMATIbHON TEXHOIOTUH 0000IIeHNS
MHEHUH JKCIEPTOB C MPUMEHEHHEM CTPYKTYpHUpPOBaH-
HBIX aHKET U rosiocoBaHus [ 19]. PekoMmeHmanuu kacarot-
Csl TEHETUYECKOTO MCCIIEIOBAHUS, KIMHUYECKUX U Hel-
POBH3YaIM3aLIMOHHBIX ACMIEKTOB IUArHOCTUKH, a TaKXKe
TepaneBTUUECKUX TIOIX0JI0B Y MAI[EHTOB C Pa3InYHbI-
MU BapUaHTaMHU W3BECTHBIX B HACTOALICE BPEMs BUAOB
MBMCI'M — Ttakux, kak IepeOpalibHas ayTOCOMHas
peneccuBHas apTepUOIaTUsl C MOAKOPKOBBIMU HHpap-
KTaMi ¥ IeiikosHledanomnatueit (cerebral autosomal
recessive arteriopathy with subcortical infarcts and
leukoencephalopathy, CARASIL), ayrocoMHO-10MHU-
HaHTHAas MUKpOaHrHomatusi Ha (OHe MyTauuu TeHa
WHIyIIUPYEMOU TETIJIOBBIM IIOKOM CEPHHOBOH MENTHIA-
3b1 | (autosomal dominant high temperature requirement
A serine peptidase 1, HTRA1), karencun-A-cBs3aHHas
apTepronarusi C MHCYJIbTaMH M JieiKo3Huedanomna-
tueit (cathepsin-A-related arteriopathy with strokes
and leukoencephalopathy, CARASAL), nonTunHHas
ayTOCOMHO-JJOMHUHAHTHAsT MWKPOAHTHONATUS W JIeH-
kosHedanonarus  (pontine  autosomal dominant
microangiopathy and leukoencephalopathy, PADMAL),
Ooneznpr Palbpu, MUTOXOHApHAJbHAs SHIE(PATOMHO-
nmartusi C JIAKTaT-alluIo30M M WHCYJIBTONOAOOHBIMHU
snm3onamu  (mitochondrial encephalomyopathy with
lactic acidosis and stroke-like episodes, MELAS), mu-
KpoaHruomnarusi Ha (oHe myTauuu resHa IV tuna xon-
narera COL4A1 (collagen 4A1/A2 microangiopathy,
COLA4A1), Backynaonarusi ceTdyarku C LepeOpaibHOI
NeKodHIeanonarueil ¥ CHCTEMHBIMU TIPOSIBICHUSIMH
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(retinal vasculopathy with cerebral leukoencephalopathy
and systemic manifestations, RVCL-S) [1].

B pexoMeHmamusx MpemaocTaBlieH IEPEYCHb TeX
«KPaCHBIX (DITAYKKOBY», BHISIBIICHHE KOTOPBIX Y MalUeHTa
MpeIoiaracT HaJU4Yhe MOHOTCHHOTO IepeOpOBacCKy-
nspHOTO 3a0oneBaHus. K HUM OTHOCATCS: CeMEHHBIN
aHaMHe3, KPOBHOE POJICTBO, MOJIOJOW BO3pacT JAeOroTa
3a0o0neBaHysl, HACTOPAXUBAIOIINE OJKCTparepedpab-
HBIC/CUCTEMHBIC TPOSBICHUS, KIMHUYECKHE M HEH-
pOBH3yanH3allMOHHbIE OCOOCHHOCTH, THUIIMYHBIC IS
Toro mwiu uHoro Bapuanta MbMCI M. [lpu BbIsiBIEHUN
«kpacHbIX (axkoB» amarHo3 MBMCI'M Henw3s wuc-
KJIF09YaTh, B TOM YHUCJIC Y MAIMEHTOB C TPAJAUIIMOHHBIMHU
(hakTopamu pucka 1epedpoBacKyIIPHBIX 3a00I€BaHUH.

Pexomenmanmmn EAH kacaroTcst BceX mepeduciicH-
HBIX Bhie popmM MBMCI'M, onnako B paMkax AaHHON
CTaThbU MBI OCTAaHOBUMCS JIUIITH HAa TEX U3 HUX, KOTOPHIE
otHocsTes k LIAJTIACHJI nanbonee pacnpocTpaHeHHOR
¢dopmsl; octanbHble BapuaHTel MBMCI'M TpeOyioT oT-
JIeIBHOTO JETaNbHOro paccMoTpeHus [1].

I'eHeTHYeckoe HccaeT0BaHUE

* JInarnoz LHAJTACHUJI MoxeT OBITH OKOHYATEIIHEHO
MOJITBEPXKICH TOJIBKO TEHETUYCCKHM HCCIICIOBA-
HueM, BeiaBUBIINM MyTanuio NOTCH3, uzmens-
IOIIYIO YHCIIO MUCTENHOB B onHOM 13 34 EGFr no-
meHoB Oenka NOTCH3.

* JIuaraoz HHAJIACWUJI moxer OBITH yCTaHOBIICH
TaK)Ke C MOMOIIBI0 OMOTICHU KOXKH B TE€X CITydasx,
KOT/Ia TIPH TIOMOIIHM JJIEKTPOHHOW MHUKPOCKOITHH
obHapyxuBatoTcss GOM; onHaKo MepBbIM TUAarHO-
CTHYCCKAM IIIarOM JOJKHO OBITh T€HETHYECKOE
HCCIIeIOBAaHNE.

* [Ipu oOHapyxxeHnn HoBoW Mmytammu NOTCH3
HEU3BECTHOM 3HAYMMOCTH JAMArHO3 MOXET ObITh
YTOYHEH Ha OCHOBAaHWH HCCICIOBAaHUS OHWOMTa-
Ta KOXU IYTEM €ro AIEKTPOHHOM MHUKPOCKOIIUHU
W/WIM MMMYHOOKpAIMBAHUS HA BHEKJICTOYHBIN
nomeH NOTCH3. Bce unu moyTu Bce BapuaH-
161, mpuBosinue K L{AJJACWJI, o0yciioBIuBamoT
MOTEPI0 WM YBEIHYEHHE YHUCIA aMUHOKHUCIOT-
HBIX OCTaTKoB IucrenHa B moBTopax EGFr. Co-
0011a10Ch 0 HEKOTOPBIX BapUaHTaX, HE U3MEHs-
FOIUX IUCTEWH, HO OB JTOCTHTHYT KOHCEHCYC,
YTO TMOAABIAIOIIEE OOJBITMHCTBO ITHX BapHaH-
TOB HE SBIISIIOTCA TATOT€HHBIMU. B Takux ciy-
yasx DJIEKTPOHHAs MHUKPOCKOMUS, BBISBISIOIIASL
GOM, MOKET OBITh MOJIE3HBIM JHArHOCTUYECKUM
HHCTPYMEHTOM.

Kiunuueckass U HeHMpOBU3yaJM3allMOHHASI MA-

THOCTHUKA

* JIuaraoz HAJACHII cnemyeTr paccmarpuBaTrh
y Jr000T0 MmanueHTa ¢ HeOOBSICHUMBIMU CHMMeE-
TPUYHBIMA TICPUBCHTPUKYIIAPHBIM TTOPAKECHUEM
0enmoro BelIeCTBa TOJOBHOTO MO3ra W TOJOXKH-
TETHHBIM CEMEWHBEIM aHAMHE30M MHUTPEHU C ay-
po#l, MHCYIBTOM, pacCTPOMCTBAMU HACTPOECHUS
WIN JEMEHIIMEN.

* Jlokanuzanuss W3MEHEHUH Oenoro BemecTBa (TH-
MEPUHTEHCUBHOCTE B pexknme T2 MPT) B mepen-
HUX OTJIeJaX BUCOYHBIX JOJIEH SBIIAETCS THTUYHON
st TAJTACHJL, HO MOXKET U OTCYTCTBOBATb.
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HAJACHWJI Henp3s HCKIIOUATh B TEX CIydasX,
KOTJ]a B MEIUIIMHCKOM HJIM CEMEWHOM aHaMHe3e
OTCYTCTBYET MUTPEHb C aypPOM.

HAOACHII moxeT TposiBIATECS B (OPME JIETKUX
MIPU3HAKOB MJIM CHMIITOMOB JJa)Ke Y JIUI] TIOXKUIIOTO
(crapmre 70 yer) Bo3pacTa ¢ OTCYTCTBHEM UHCYIb-
Ta B MEIULMHCKOM aHAMHE3€ U MPHU OTPUIATEb-
HOM CEMEIHOM aHaMHe3e.

V OOJBIIMHCTBA MAIUEHTOB €CTh CEMENHBIN aHaM-
HE3, OJJHAKO JaKe€ MpPHU €ro OTCYTCTBHU CJEIyeT
paccMOTpeTh JUarHo3 B TeX Ciydasx, KOTjaa KIu-
HUYECKH W HEWPOBH3YyaIN3allMOHHEIN (heHoTHI
cootBerctByeT LIAJTACUJL.

HAOACHWJI Henb3s UCKIIOYAThH TPU HATTMYUU 00-
mmx (aKkTOPOB PUCKa IIEPeOPOBACKYIISPHBIX 3200-
JIeBaHUH W OOUIMPHOM IOPaXEHHH OENoro Betle-
CTBa, MPOSBIAIONIETOCS TUIEPUHTEHCHUBHOCTHIO
curHana B T2-pexxume MPT. IAZTACUII moxet
BO3HHUKATh y MAIlMEHTOB KaK C CEpACYHO-COCYAH-
CTBIMU (paKTOpaMu PHCKa, TaK U 0€3 HUX, IPU 3TOM
CEPACYHO-COCYANCThIE (DAKTOPHI PUCKA CBSI3aHBI
¢ Ooree paHHUM BO3PaCcTOM Pa3BUTHS HHCYJIBTA.
HAJACHII criexyer yuuThIBaTh mpu nuddepen-
I[UATBHOM TUAarHOCTHKE PACCESTHHOTO CKIIepOo3a.

Opranuzanus MeAUIMHCKON MOMOIIT
Oobugue nonoxcenusn ona ecex eapuanmoe nbMCI'M

ITammmentsr ¢ MBMCI'M 10/DKHBI HAXOIUTHCS I10JT
HaOIIOIEHUEM CIEIMaTN3UPOBAHHBIX [EHTPOB W/
WM OTIBITHOTO HEBPOJIOTa.

I'eneTnueckoe KOHCYJIBTUPOBAHUE AODKHO BKIIIO-
4aTh OOCYXJCHHE IUIAHUPOBAHUSI CEMBbH, BKIIIO-
yasi BO3MOXKHOCTb IPEHATAJbHOM NHAarHOCTHKHU
Y MPEIUMILIAHTAI[MOHHON T€HETUYECKON TUarHo-
CTHKHU.

UsenaM ceMbU TpOOaHIa CIEAYET NPEIIOKUTH
10 KpailHeW Mepe OJHY KOHCYJIbTALUIO C KIIUHU-
YECKAM T€HETHKOM WIIH CIIEIHAINCTOM B 00JIaCTH
HacIeACTBEHHBIX 3a00JIEBAHUI 1JISI TEHETHYECKOTO
KOHCYJIETUPOBAHUS.

IIpu BBIsIBNIEHUU TF€HETHUYECKOM MATOJIOTHU Malu-
eataM ¢ MbMCI'M 1mipu He0OXOIMMOCTH JOJIKHA
OBITh TIPEITIOKEHA TICUXOIOTHUYECKas TIOAIEPIKKA.
[TockonbKy OBLIO TIOKA3aHO, YTO COCYAUCThIC (hak-
TOpBl pucka yBennuuBaroT TsxecTs LIAJIACHUII
Y BIIOJIHE MOTYT BJIUSTH U Ha TEUEHUE APYTUX, 00-
nee peakux MBMCI'M, nocne reHeTU4ecKon nua-
THOCTHKH CIIEAYET TIIATEIHHO OIEHUTH HMCIOIIHE-
cs1 y maruenta ¢ MbMCI'M ¢akTopsl cocyaucToro
pYCKa W JaTh €My PEKOMEHIAIUU 110 TOBOAY W3-
MeHeHHUs o0pa3a Xu3HH (TPEKpaIeHHE KypPEeHHUs,
3I0pPOBOE IUTAHKE, PUINICCKUE YIIPAKHECHNUS).

VY nanuentoB ¢ MBMCI'M crenyeT exkeronHo oue-
HUBaTh MPO(UIbL (PAKTOPOB PUCKA CEPACUHO-COCY-
IHUCTHIX 3a007I€BaHUMN.

IIpu TeHeTHYEeCKOM TOATBEPXKIACHUH IHArHo3a
MBMCI'M cnenyeT pekOMEHAO0BaTh BBIIOJHEHHE
MPT ronoBHOro Mo3ra, HE3aBUCUMO OT HAJTUUHS
KJIMHUYECKUX MPU3HAKOB WM CUMIITOMOB.
Beimmonunenne nocnenyromux MPT  ronoBHOro
MO3Ta MMOKA3aHO TOJBKO B CIy4asx MOSBICHUS HO-
BBIX NIPU3HAKOB WJIH CHMIITOMOB.
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Ocobennocmu MeOUUUHCKOI NOMOWU RAUEHMAM
c HAJJACHIT
* ¥V nanuentos ¢ HTAJJACIWJI cnegyeT MOHUTOPUPO-

BaThb KOTHUTHBHBIC (PYHKIIMH; B CITyyae BBISBICHUS
KOTHUTUBHBIX HapyLIeHUH NOJKHBI OBITH HIpen-
JIO)KEHBl HEWPOIICHXOJIOTHYECKoe 00ciIeoBaHHe
U ColMajbHAs MOIAEPKKA.

Her nokazatenbcTB HEOOXOOMMOCTH MPUMEHEHUS
aHTuarperaHToB y tex nauuentoB ¢ [HAJJACHUIIL,
KOTOpBIE HE IMEepeHecIN KIMHUYECKHH HIIeMude-
CKUM UHCYJIBT.

[Marmentam ¢ LA JTACHJI mpu ocTpom uieMude-
CKOM HHCYJIBTE, BBI3BAHHOM MOPAKEHUEM MEJIKHX
COCYZIOB (YTO MOYTH BCETJa TakK), HE CIEeNyeT BbI-
MOJTHATH TPOMOOIH3HC.

Tepanusg craTMUHaMH HE PEKOMEHIYETCS TeM Ta-
nuedTtam ¢ LIAJIACHJL, y xotopeix HaOmomaercs
HOpPMAaJIbHBIM ypOBEHb XOJIeCTepuHa (Jaxke Iepe-
HECILUM MHCYIIBT); OHAKO TepaIusi CTAaTHHAMH He
MIPOTHBOIIOKa3aHa.

Her gokasarenbcTB TOro, 4YTO IAlUEHTaM
¢ HAJACUJI u MUTPEHBIO MPOTHUBOIIOKA3aHO
INpUMEHEHHE TpHUNTaHoB. llepBoHayanpHO mpen-
noJjiarajid, 4To MpU TaKUX LepeOpOBACKYISIPHBIX
3aboneBanmsx, kak LIAJIACHUJL, Tpuntansl mpoTH-
BOTIOKA3aHbl, O/THAKO HE/laBHUE JaHHBIE [TOKa3alH,
yto nipu [{AJTACWJI orn Ge30macHbBI 1 TOMOTAOT
MIpU TPUCTYIIAX MUTPEHH IMPHUMEPHO B IMOJOBHHE
ciyuyaes [20].

Het nokasarenbcTB TOro, 4yTo ciaenyeT NPUMEHSTh
areTazonamMuj; TPeOyIOTCs KIMHUYECKHE HCCie-
JIOBaHHS OTHOCHUTEIbHO BO3MOXKHOCTH €ro uc-
MI0JIb30BaHMS.

[TarmenToB ¢ HHAJAACHJI MOXHO NEUNUTh TICUXH-
aTPUYECKUMHU TIpernapaTaMu B COOTBETCTBUU C pe-
KOMEHJIAIMSAMU JIJIs1 IPYTUX LHepeOpOBaACKYISPHBIX
3200JIeBaHHIA.

AHTUKOArylnsiHTBl HE pPEKOMEHIYIOTCS K TIpH-
MEHEHUIO C LEeNbl0 NPOQUIAKTUKA HHCYIbTA
mpu LHHAJIACUJI u3-3a pucka BHYTPHUMO3TOBOTO
KPOBOM3IUSHNSA, HO OHM HE NPOTHBOIOKA3AHHI,
€CJIM ecTb JpyTue BecKHe MoKa3aHus (Hampumep,
GuOpHIIAINS TIpeacCeparic, TPOMOOIMOOIHS Jie-
TOYHOHN apTepun).

Her nokasarenbcTB TOro, 4YTO IalUEHTaM
¢ HAJJACWJI npoTHBOIIOKA3aHO HCIIOIH30BAaHUE
OpaJIbHBIX KOHTPALICTITUBOB.

IIpu xupyprudeckux BMEIIATENbCTBAX y Mally-
entoB ¢ HHAJIACHJI pekoMEeHIyIOTCS HCHOJb-
30BaTh TaKHE aHECTE3WOJOTMYECKHE Mocoous,
KOTOpblE TONJCP)KUBAIOT IE€MOAMHAMUYECKYIO
CcTaOWIBHOCT, W MPEAOTBPAILAIOT THUIOTCH3HIO.
[pu HAHJACWUJII wumeroTcss HapylleHUsl Liepe-
OpanpHOW ayTOperyisiluH, MOITOMY BHE3alHOe
U Ype3MEpPHOE CHIKEHHE apTEepUalbHOTO JAaBie-
HUS MOXET MPHUBECTH K HIIEMHUYECKOMY MOBPEX-
JICHHIO OEJIOT0o BEIIeCTBa FOJIOBHOTO MO3Ta.
BbepemMeHHOCT, W POABI ACCOLMUPYIOTCS C TIO-
BBIIICHHBIM PHCKOM HPEXOAALIMX HEBPOJIOTHYE-
CKHUX HapyIIeHHWH, B OCHOBHOM CBSI3aHHBIX C ay-
POHl MUTPEHH M OCOOEHHO YacTO BO3ZHHKAIOLIMX
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B TIOCJIEPOIOBOI TIepro, 00 3TOM cienyeT HHQOop-
MHUpPOBaTh NauueHTKy u akymepa. LTAJJACUII ne
SBJISICTCSL TIPOTHBOIIOKa3aHHEM K OEpEeMEHHOCTH;
BO BpeMs OepeMeHHOCTH He TpelyeTrcs mpodu-
JIAKTHKa TeMapuHOM WU acupuHoM. OnHaKO Mo-
XKeT HaOmomaTbesl yXy[IIeHHe T€UCHHS MUTPEHH,
0COOEHHO B TIOCIIEPOIOBOM TEPHOJIE, KOTA MOTYT
Pa3BUBATHCS ACCOLUMMPOBAHHAS C MUTPEHBIO CITy-
TaHHOCTh CO3HAHUS | dHIEDATOTaTHS.

Crenyer OTMETHTb, YTO HCIONb3yEMbIE paHee KpH-
TEepUH JUArHOCTUKH BEPOSTHOTO, BO3MOXKHOTO U JI0CTO-
BepHOro LIAJTACUIJI yTpatunu cBo€ KIIMHUYECKOE 3HA-
YeHHe, TOCKOJIBKY CTaj0 JOCTYIIHBIM MOATBEPXkICHUE
IMarHo3a Ha MOJICKYJISIPHO-TEHETHUECKOM YpoBHe [21,
22].

[IpuBonuM coOcTBeHHOEe HaO/IKOIEHUe, WITOCTPU-
pylolee 1eaecoo0pa3HoCTh COONIOACHHUS JTHArHOCTH-
YEeCKOro ajlropuT™Ma M TEParneBTHYECKUX IOIXOA0B
mpu HHAJTACUIJL.

[Manment C., Mmy>xuuna, 1984 r.p., oOpaTuics B HIOHE
2021 r. ¢ mpock0Oi Ha3HAYUTH EMY OHOTICHIO KOXKH, 0-
CKOJIbKY COMHEBAJICSI B PaHEE BBHICTABJICHHOM €My Jluar-
Hoze «IAJTACWUJI». Anamue3 3aboneBanus. C 2013 r.
MalyeHTa CTalu OCCIOKOUTh YacThlie (IO HECKOJIBKHX
pa3 B HeNeNio) MPHUCTYNbl MHTEHCHUBHON OIHOCTOPOH-
HEHl TOoJIOBHOHM OoiM, dalie crpaBa, MYJIbCHPYIOLIETO
XapakTepa, YCHJIMBaBIIUECS MpU (U3NIECKON Harpys-
Ke W Npoxoisiuue mocie cHa. [onmoBHOM Oomu mpen-
IIECTBOBAJA 3pHUTENbHAS aypa (HEUYETKOCTh 3pEHUS).
B xonne sHBape 2013 r. Ha ¢oHE OCTPOH pecrHparop-
HOU BUPYCHOH WH(EKIMH ¥ TOBBIIICHUS TEMIIEPaTyPhl
Tena 10 39 °C pasBwicsd OJHOKPATHBIN KpaTKOBPEMEH-
HBIH (TIPOOJIKUTEIHHOCTBIO OKOJIO OIHONH MHHYTHI)
OecCyIOpOXKHBIA 3MM301 NOTEPH CO3HAHHS CO CIOH-
TaHHBIM BoccTaHoBiieHHeM. Ha MPT romoBHoro mosra
(staBaps 2013 1) B OenoM BetecTBe JOOHBIX, TEMEHHBIX,
BHUCOYHBIX JI0JIeil ¢ 00emX CTOPOH MapaBEeHTPUKYISIPHO
U CyOKOPTHMKAaJbHO, a TakKe B 0a3aJbHBIX CTPYKTypax
BBISIBIICHBI MHOXKECTBEHHEIE (Oomee 20) ogaru jemMuenu-
HU3alUY, TUIEPUHTEHCUBHBIE B pexkumax 12 u TIRM,
M30TUIIOMHTEHCUBHBIE B pexume T1, ¢ sBneHus MU yme-
peHHoro nepudokaipHOro oreka pazmepamu ot 0,2 cMm
no 1,8 cm. Ouarn He HakalIMBaJd KOHTPAacTHOE Be-
niecTBo. B CIMHHOM MO3re 04aroBbIX M3MEHEHUH BBI-
sBieHo He Opwro. IlammeHT ObUT TOCHHUTATU3WPOBAH
¢ auarao3oM «OCTpBIH AMCCEMHHUPOBAHHBINA SHUEDA-
JIOMUENHNT», TPOBEACH KypC Teparnu KOPTUKOCTEPOHU-
namu. [Ipuctynel HapyeHns: co3HaHusl OOJbIIE HE MO-
BTOPSUIACH, OTHAKO COXPAHSAINCH TOJIOBHBIE 00H. B Mae
2014 r. naryenT MOBTOPHO OBbLIT KOHCYJIBTUPOBAH HEBPO-
sorom. IIpu ocMotpe yOeauTenbHOI 04aroBoi HEBPO-
JIOTHYECKOM CUMIITOMaTuKU He OOHapyXuBanoch. OT-
putiarenbHol nuHaMuku Ha MPT ronoBHoro mosra He
oTMeyasioch. VcciienoBaHue 3pUTENBHBIX BBI3BAHHBIX
MOTEHIIHAJIOB MIPOAEMOHCTPHUPOBAIO YMEPEHHOE Hapy-
LIEHUE MPOBEACHU 3pUTeNbHON apdepeHTanun B Kopy
¢ 00enx CTOpOH MO JAeMHEIHMHH3NpYoImeMy Tuiry. Pe-
3yJbTaThl 00CIeJ0BaHHS TO3BOJIMIIN UCKITIOUNTD HH(EK-
uuonnele (BMY, cudumnmc, repnernueckne nHpeknny,
renatut B u C, Goppennos) 3a00neBaHus, CUCTEMHYIO
KpPacHYI BOJYAHKY, aHTU(OCQHOIUIHUIHBIA CHHIPOM.
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[Mammenty Opim ycTaHOBIeH amarHo3 «KimHudecku
H30JIMPOBAaHHBIN CHHAPOM (IEOIOT pacCcesHHOTO CKJe-
po3a). I'onoBHast 00Jib MUTPEHO3HOIO xapakrepa». Ot
Ha3Ha4€HUs PEKOMEHJOBAHHOW €My Tepanuy MMMYHO-
MOJYIVPYIOUIMMH TIperaparaMyd TaIlMeHT OTKazaJcsl.
B nepuon ¢ 2014 mo 2017 r. y manueHTa cOXpaHsUIUCh
MIOCTOSIHHBIE TOJIOBHBIE O0yM, Ha ()OHE KOTOPBIX CTa-
JIM TIOCTENIEHHO NPOrpecCHpoBaTh KOTHUTHUBHBIE HApY-
IIeHNs (CHI)KEHWE TaMSATH M BHUMAaHHS, WHEPTHOCTH
MblwieHns). B mae 2017 . manueHT BriepBbIe CTal OT-
Meyarh CIyXOBble (TU1ad peOeHKa) U 3pUTENbHbIC («BO-
KPYT JIETAlOT Pa3sHOLBETHBIE BUPYCHD) TAIUTIOLMHALIIH,
BO3HHUKABIIME HAa BBICOTE TOJOBHBIX Ooneil. Ha MPT
TOJIOBHOTO MO3Ta OTMeuasnach OTpHUIaTenbHas IUHA-
MHUKa B BHJE YBEIUYEHHUS UYHCIA OYaroB, IMOSBICHUS
KHCTO3HOW TpaHC(HOPMAIMsl YacTH OYaroB M HaIU4HE
odara B MpaBoil TEeMEHHOW 00JacTH, HAKAILIMBABIIIETO
ragonauHuil. B nepedpocnyuHanbHON KUIKOCTH OBLT 00-
HapykeH |-i THII CMHTEe3a OJUTOKJIOHAIBHBIX aHTHUTET.
[lynbc-Tepanus KOPTUKOCTEPOUJAMH HE Jalia MOJI0XKH-
tenbHOro 3¢ ¢dexra. Ha mporsokenun 2017 1. mamueHT
HEOJHOKPAaTHO KOHCYJIBTHPOBAJICS Y PAa3IUYHBIX HEBPO-
JIOTOB, EMY BBICTaBJISUIMCh AUAarHo3bl «PaccesHHbIN dH-
uedanomuenut», «HeliponereneparuHoe 3aboneBanue
[EHTPAILHON HEPBHOMU cUCTEMBDY, «JIeiikoaHIedaomna-
Tus». B sHBape 2018 r. Bpau-myJIbMOHONOT MPENIONO-
KU uarao3 «Capkonio3» Ha OCHOBAaHHUH PE3YITETAaTOB
KOMIBIOTEPHOU TOMOTpauK JIETKHUX, BEISIBUBILEH MHO-
JKECTBEHHBIE JIByCTOPOHHHE CyOIUIEBPATIbHEIC Y3IIbI (H-
Opo3HOI MIoTHOCTH pazMepamu A0 6% 11 mm. OxHako
aHaJIM3 Ha aKTUBHOCTh aHTHOTEH3WHITPEBPAIIAIOIIETO
(epmeHTa OKazajcs OTPULATEIBHBIM, a OT AUArHOCTHU-
4eCcKOU Ouoricuu marrenT orkaszaica. B 2018 1. mammesTt
ObUI BIIEpBBIE HANIPABJICH HA TEHETHUECKYIO AUArHOCTHU-
Ky myTtanuii rera NOTCH3. Mertogom aBTOMarndecko-
IO CEKBEHUPOBAaHUS OBbLT MPOBEJCH YaCTHYHBIN aHAIIN3
rera NOTCH3 (cunmpom CADASIL, NM 00435.2).
B sk30He 4 rena Obuta oOHapyxeHa 3ameHa c.544C>T
(p.R182C) B reTepo3UroTHOM COCTOSIHWH, OITHCAHHAS
B 0aze HGMD nox Homepom CM961044, uro nociyxu-
J1a OCHOBaHMEM K ycTaHOBICHHIO Auaruosa [[AJIACIJL

[Ipu noBTOpHOM, OOJNIEe THIaTENFHOM cOOpe ceMeii-
HOTO aHaMHe3a OBUIO BBISICHEHO, YTO JIe/ TMalueHTa
10 MaTepUHCKON JIMHUM NEpeHec 3 MHCYAbTa M CKOH-
yainca B Bo3pacte 60 ser. Mare manueHTa nepeHecia
MOBTOPHBIE MHCYNBTHI B Bo3pacTe 54 u 58 ner; kpome
TOTO, y Hee HaOMoaanoCch IPOTPECCUPYIOIee CHIDKEHUE
KOrHUTHBHBIX (yHKuui. Uccnenosanue rera NOTCH3
y Marepu TarieHTa, BeIoiHeHHoe ieToM 2018 1., BBI-
SIBUJIO TOYHO TaKylO K€ MYTallhlo0, Kak U y €€ ChIHA.
B centab6pe 2018 r. MaTp manmedTa B Bozpacte 66 et
NepeHecIa OuepeHON HHCYIBT C JIETAIBHBIM HCXOJO0M.

[Ipu HEBpOIOTHUECKOM OCMOTpE Y TAIIEeHTa BBISBIIS-
JIMCH MOJIOKUTENBHBIE PeIEKCH OpPATbHOTO aBTOMATH3-
Ma, cuMnToM TpeMHepa, yMepeHHO BBIpaKeHHas! CTaTo-
JUHAMHUYECKas aTaKCHs, HapyLIeHUs] GYHKIMH Ta30BBIX
OpPTraHoOB IO THITy THIIEPAKTUBHOIO MOYEBOTO ITy3BIPSI.
[Ipu ocmoTpe oOparana Ha cebs BbIpakKeHHAsw KOTHH-
TUBHAs NUC(YHKIWS: HApYIICHUS MaMsITH, BHUMAaHUSA,
3pUTENBHO-TIPOCTPAHCTBEHHOW OPUEHTALINH, MTPAKCHCA,
OpamudpeHus U HHTESIUICKTyallbHOE CHIDKEHNE. B CBs3M
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Puc. 1. MarautHo-pe3oHaHcHas ToMorpadus ronoBHoro mo3ra (10.12.2020 r):

A. AxkcnanbHelii cpes, pexuM T2 — MHOXKECTBEHHBIC Pa3HOKaINOEPHBIE 30HBI MOBBIIICHHOTO CUTHAIIA B OEJIOM BELIECTBE JIOOHBIX, Te-
MEHHBIX, BUCOYHBIX U JIEBOH 3aTBIJIOYHO JIOJIN CYOKOPTUKAIBHO, TIapa- U IEPUBSHTPUKYIISIPHO B OCHOBHOM HETIPABHIHLHOW OBAJIBHOM
(hopMBI ¢ TOCTATOYHO YETKMMHU U POBHBIMU KOHTYPaMH, YaCTh U3 HUX C TCHJCHIINEH K chnusiHuio. b. AkcuanbHbli cpes, pexxum FLAIR-
FS — o4aru B 6e0oM BeliecTBe MEePEeAHUX OT/CTIOB BUCOYHBIX JI0JICH MOBBIIICHHOTO CHTHANA

Fig. 1. Magnetic resonance imaging of the brain (10.12.2020):

A. The axial plane, mode T2 — multiple different-sized areas of increased signal in the white matter of the frontal, parietal, temporal
and left occipital lobe subcortical, para-and periventricular mainly irregular oval shape with a sufficiently clear and smooth contours,
some of them with a tendency to merge. b. The axial plane, the regime FLAIR-FS — foci of increased signal in the white matter of the

anterior temporal lobes

C TeM, YTO MAIMEHT HYXJaeTCs B MOMOIIU IPH pelle-
HUM OBITOBBIX U (PMHAHCOBBIX BOIIPOCOB, OH BBIHYKACH
IIPOXKUBATH C TETEH 110 MATEPUHCKON JIMHUH.

Ha MPT ronoBHOro Mo3ra BBISIBICHBI 30HbI MHOKE-
CTBEHHBIX Pa3HOKAINOEPHBIX KHUCTO3HO-IIHO3HO-aTPO-
(uuecknx U3MEHEHHH B OEIOM BelecTBe 000X IOTy-
[Iapuii TOJIOBHOTO MO3Ta, B TOM YHCIIE XapaKTepHBIE s
HAOACHWJI runeprHTEeHCHHBBIE O4ard B OEJIoM Bellie-
CTBE TIEPETHUX OTAEIIOB BUCOYHBIX J0je (puc. 1).

Takum obOpaszom, nuarnoz LUAJACUII Obn ycra-
HOBJICH Yy TAIMEeHTA JIUIIb CITYCTS 5 JIET OT MOSBICHUS
MEPBBIX CUMITOMOB 3a00neBaHusl. Y MalnueHTa ¢ ro-
JIOBHBIMH OOJISIMH MHUTPEHO3HOTO XapakTepa He ObuIn
CBOCBPEMEHHO BBIABICHBI «KpacHbIE (IakKKH», yKa-
3pIBAIOIME HAa BO3MOJKHBIM HACJEACTBEHHBIH Xapak-
Tep 3a00NeBaHMs: B IEPBYIO OYepeab, He ObUT BOBpEMs
coOpaH ceMeiHbI aHamMHe3. HecMoTpst Ha «xitaccuye-
CKHe» TMPOsBICHUS 00Je3HHU (MPOrpecCcUpyronne Kor-
HUATWBHBIE HApyUICHUS, TICUXOTHYECKUE MPOSBICHUS,
XapakTepHble HEWPOBHU3YyaIN3allMOHHbIE TPU3HAKH)
Y MUHUMAJIBHO BBIPXKEHHYIO 0YaroBYIO HEBPOJIOTHYE-
CKYI0 CUMIITOMAaTHKY, MallMEHT J0CTAaTOYHO JINTEIb-
HOe BpeMsi HaONrofmajcsi ¢ MUAarHO30M «pacCesHHBIN
CKIIEpO3».

ITockonbKy y marueHTa ObLTa BBISBIICHA MYyTallds
NOTCH3 wu3BecTHO#l 3HaYMMOCTH, €My HE TpeOoBa-
JIOCh TIPOBEJCHHE JOMOJHUTEIHFHOTO WCCIICAOBAHUS
Oouonrara koxu. CrnemoBanue pexomeHmauusiMm EAH
IIOMOTJIO ONITUMHU3UPOBATh TAaKTUKY BEIEHUS TAIMEHTa

n 000CHOBaTh POJACTBEHHHKAM, KOTOpBIE HACTaMBallU
Ha MPOBEJCHUU 3JICKTPOHHON MUKPOCKOIHH, O€CCMBIC-
JIEHHOCTH MPOBEACHHUS JOMOJHUTEIFHOTO HHBa3HBHOTO
Y 3aTPaTHOTO MEIUIIMHCKOTO BMEIIATEIILCTRA.

HecMoTpsi Ha OTCyTCTBHME MaTOr€HETUYECKOM Te-
parnuu ¥ MpernaparoB ¢ JokazaHHOH 3()()EKTUBHOCTHIO
MIpU KOTHUTHBHBIX HapymeHusx npu LAJACUII, ma-
LUEHTY ObUT Ha3HAUEH PUBACTUTMHUH [1].

3aknaouenne. MoHOTEeHHBIE OOJNE3HH MEJKUX CO-
CY/IOB TOJIOBHOTO MO3ra IMPEJCTABIISIOT COOOU perKue
3a00J7IeBaHMs, BBI3BIBAIONINE JHATHOCTUYECKUE TPYI-
HOCTH W BOIIPOCHI IIPH ONPEACICHUH TAKTUKU BEICHUS
MAIMeHTOB. 3HAKOMCTBO C COBPEMEHHBIMU PEKOMEH/Ia-
UMY TIOMOTAeT MPAKTUYECKOMY Bpady CBOCBPEMEHHO
YCTaHABIMBATh [IWAarHO3 W BBIOMPATh ONTHMAIBHYIO
TaKTUKY BeACHUs OOJNBLHOIO C HACJICICTBCHHOH Iiepe-
OpOBaCKYIIIPHOMH ITaTOJIOTHEH.

Konduaukr uHTEpecoB. ABTOPHI 3asBISAIOT 00 OT-
CYTCTBUY KOH(IINKTA MHTEPECOB.

duHancuposanue. VccienoBanue He UMENO CIIOH-
COPCKOM MOJAEPIKKH.
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