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CADASIL CUHOPOM

[ToaroroBra: BaxutoBa JabBUpa
639-BOI1

\% CADA




Tepn3yeTcs NOBTOPHbIMU ULLIEMNY
NOOKOPKOBOW JTOKanmaawumnu, MUrpeHbIo ¢ aypou,
cybkopTukanbHom geMmeHunen, adpPeKTMBHbIMU HAPYLLUEHUAMMU
B BUAE AENpPeccum n TPEBOXHOCTH.

CADASIL — HacrneacTBeEHHOE 3aboneBaHue C NoOpaXXeHUeMm
LepebpanbHbIX COCya0B Menkoro kanmbpa. CeBoe Ha3BaHME aTa
naTosiornsi nosiyymna B kadectse abbpesmaTtypbl OT

cerebral autosomal dominant arteriopathy with subcortical infarcts
and leukoencephalopathy.

[1aHHOe 3aboneBaHne BCTpeYaeT JOBOSIbHO PpeaKko, NpumMmepHo 1
HOBOPOXOEHHbLIN Ha 100 000 mnageHueB. OOHaKo y4YeHble
YBEPEHbLI, YTO Ntoaen ¢ 4aHHOM NaToriornen 3Ha4YnTeNbHO
bonbLle, NPOCTO OHU HE A0 00creaoBaHbl U HE UMEIOT
NoATBEPXOEHHOro AnarHo3aa.

NHCYI1bTaMH



OIr'nA

[TprymHa MATOIOTHUHM — MyTaIUs B 19 XpPOMOCOM TeHa
NOTCH. 910 3ab6o1eBaH1e NMeeT ayTOCOMHO-
TOMHWHAHTHBIN THIT HACIeTOBaHUS. JTO 3HAYUT, YTO
nake IpH Opake CO 3/I0POBBIM MAPTHEPOM, BEPOSITHOCTD
POXIeHHsT peOeHKa C TTaTosoruei paBHo 50% BHe
3aBUCHUMOCTH MAJTBYHK 3TO OyzAeT Wiu JeBoyka. MeHHO
noatomy CADASIL siBasieTcst ceMeliHBIM 3a001€BaHUEM,
1 B INTEPATYPE MOXXHO BCTPETUTH APyTroe Ha3BaHMe ITOU
MaTOJIOTUU — «XPOHUYECKasi ceMerHas COCYANCTAs
sHITedaTOTIATHSI».




[Ipepmnonaraercs, YTO OCHOBHBIM BO3MOXXHBIM ME€XaHU3MOM
SBJISIETCA AQPTEePUOIIATUS C IPOTPECCUPYIOLLEN OKKII3Uen
MeJIKUX TTeppOpHUPYIONINX COCYA0B 6€/10ro BelliecTBa TOJIOBHOTO
MO3ra .

[eHeTH4YecKu 00OycC/TOBIeHHBIE CrieliudHuIecKre N3MeHeHUs
CTeHKU MeJIKHX COCY/IOB ITPUBOJSAT K Pa3BUTUIO0 XPOHUYECKOM
runonepdys3uH.

['panynsipHble ocMUOPHITLHBIE BKTIOYEHMSI, OTBETCTBEHHbIE 33
yTOJIIIeHre CpeHer 000TI0YKY, BBI3BIBAIOT MMPOIUdEPAIIHIO
KOMITOHEHTOB 0a3a/IbHOM MeMOpPaHbI C MeXaHUYeCKOU
CTPAHTy/ISILMeN MeJIKUX apTepun. /laHHbIe BKIIIOYEeHVS B
cpesHer 060JI0YKe TPUBOST TaKKe K HAPYIIEeHUTO
reMaTosHIIepaTIeCcKoro 6apbepa, 4YTo ClIocoOOCTBYeT
Pa3BUTHIO OTEKAa MO3ra.

Kpome Toro, akTHBHpOBaHHbBIE UIIIEMUEN ACTPOITUTHI B
MUKPOOKDPYXKEHHUHU COCYIMICTOM CTEHKU BRICBOOOXKIAIOT
9H/IOTE/TNHI1, KOTOPbIH BbI3bIBA€T BA3OKOHCTPUKIIAIO U
HapyllleHre KPOBOTOKA, YTO SIBJISIETCS JOTIOTHUTETbHBIM
$aKTOPOM CY)KeHUST MEJIKUX apTEPUU.



JINH

3ab6oneBanre CADASIL pa3zBuBaercs nmocreneHHo. Kak
MPAaBWJIO, MepPBble CUMITOMbI HAUUHAIOT MPOSIBASITHCS Y
OOJILHBIX ITOCJIE 20 JIET.

CHavana CADASIL niposiBisieTcsi UHTEHCUBHOM
rOJIOBHOI 00J1bI0, KOTOPAsI IIEpepacTaeT B 3aTSHKHbIE
IPUCTYIIBI MUTPEHHU, C IIPeIIeCTBYIOIIEeH UM aype B
BUJIe TOJIOBOKPY)XE€HHUSsI, BKYCOBBIX MJIU CTyXOBBIX
raJUTIOLMHALIAU, «TOMYTHEHUS CO3HAHUS». Y)Ke Ha
3TOM 3Tare 3aboneBanus Ha MPT 3ameTHBI
XapaKTepHbIe U3MEeHEeHUsI TKaHU TOJIOBHOTO MO3ra,
0CcO0OeHHO B 00/1acTy Oa3a/IbHBIX TAHIVIUEB U O€/I0M
BellleCTBe BOKPYT JKeJTyIOYKOB I'OJIOBHOTO MO3Ta.



M DTare 3a00/1eBaHUs ¥
00JIbHOTO BOBHUKAIOT MHCY/IBThI, YaCTO
penyauBupyloinve. MHCyIbTHI, B
OOJIBIITMHCTBE CTy4aeB, UIlleMUIeCcKHe,
reMopparvyeckre XoThb 1

BCTPEYalOTCsI, HO TOJIbKO B KaUueCTBe
HUCKJIIoOYeHus. Eciu Ha Haya/IbHOM
sTane OCHOBHbIM npu3HakoM CADASIL
SIBJISLJIACH TOJIOBHAS O0JIb, TO IMOCJIE
nepeHeCceHHOr0 MHCY/IbTa YaCTOTa
IMPUCTYIIOB MUT'PEHU YMEHbIIIAEeTCS.
TspxecTb cOCTOsIHUE OOJIBHOTO
0OyC/IaBIUBAET PAa3BUTHE MMCUXUIECKHUX
PACCTPOMCTB U IMIPOTr'peCcCUpyromast
nemeHIiys (c1aboymue), 4To
BBIpA)KaeTCsI B UBMEHEHHSIX
HACTPOEHHUsI, HapyIlIeHUH MaMSsITH,
yTpaThl HPUOOPETEHHBIX HABBIKOB U
BO3MOXXHOCTH IIPpHUOOpEeTaTh X 3aHOBO.




llanpHelIee mporpeccupoBaHue
00JIe3HU MIPUBOJIUT K Pa3BUTHIO
CHA4aJia CITaCTUYHOCTH
(HapylIeHUs IBIDKEHUI B
pe3y/bTaTe MOBBIIIEHHS TOHYCa
MBIIIIII), @ 3aTe€M U Mapaanya.
Od4eHb 4aCTO nepej, CMePTHIO
OOJIbHBIE HAXOISITCS B
BereTaTUBHOM COCTOSTHUM.




CADASIL B KTMHUYeCKOU MTPAKTUKE XaPaKTePU3YyeTCsI
MSIThbI0 OCHOBHBIMM CUMIITOMaMM:

1. MurpeHosormomo6Hasi ToJioBHast 60/1b € aypoH,
BCTPEYAIOUIASICS Y 20—40 % MallMeHTOB, a TAKXKe
MUTPeHb 6€3 ayphl, KOTOPasi COUETAETCS C
BbIIIIEHA3BAHHOM;

25 TpaHBI/ITOpHaH NIHIEMHYECKAsA dTaKd ITOAKOPKOBbBIX
oTae/I0OB I'OJIOBHOI'O MO3TI'a,

3. Mmemu4yeckuit MHCYIIBT;
4. JeMeHIIYsI TOOHO-TTOJAKOPKOBOTO XapaKTepa;
5. KorHUTUBHBIE HapylIeHUS.



OCTAHOBKA JHAI'HO3d BO3MO)XHaA IIPpH:

JleTa/;IbHOM MCCJIEIOBAaHUH HaC/1e4CTBEHHOCTH
00/IbHOTO (Ha/IM4YKUe B ceMbe OOJIBHBIX C IIOAO0OHOM
KJIMHUYE€CKOU KapTUHOU UJIU C JOCTOBEPHO
BbICcTaB/IeHHBIM araraosom CADASIL );

COope XxapaKTepHBIX YKa/100 ¥ KITMHUYECKOM KapTHHE
(Ha/M4Ye IBYX CUMIITOMOB M3 TPeX: MUTPEHbD,
CYOKOPTHKA/IbHAS IeMEHIIVS U UHCY/IBT);

XapakTepHbix uaMeHeHusx rnpu MPT uccnegoBanuy;

Bbrorncyuu Koy [1J1s1 BBISIBJIEeHHUSI UI3BMEeHEeHHS apTepHUi
MeJIKOTO Kanopa;

NHK ucciegoBanny caMoro 60JIbHOTO U €T0
POACTBEHHUKOB.



HanOonee
UHcpopm

o4O0M
uccnegoBaHus (Kpome
OHK-anarHocTukn)
aBnsercsa MPT. OHa

No3BONSeT BbIABUTb
o4yarm UaMmeHeHuu
Oenoro BellecTBa eLle
A0 KITMHUYeCKUxX
NposiBNeHun

3aboneBaHuUM.
XapaKkTepHbIMHU
cumntomamu MPT
AnarHocTtukum CADASIL
ABNAOTCSA
CyOKOpTUKaNbHbIE
UH(aAPKTbI U NPU3HAKKU
rnenkoaHuedanonaTum
(3aboneBHaHue 6enoro
B-Ba MO3ra)




Jleuenne 60npHBIX CADASIL B HacTosi1iee Bpems He
pa3paboTaHo. PekoMeHyIOT MOCTOSTHHBIN ITpHEM aCITUPUHA B
MaJIBIX 033X WU APYTUX aHTAUATPETaHTOB U CTAaTUHOB,
perymupymouunx GyHKIIUIO SHAOTETHS.

Il st ynydiieHUss MUKPOIUPKY/ISIIIUM B TOJIOBHOM MO3T€e MOXXET
OBITH UCIOTb30BaH NMEeHTOKCUPUJIIVH .

[IpyieM aHTUKOATry/ISTHTOB MPOTHUBOMOKA3aH U3-3a
BO3MO)XHOI'O Pa3BUTUSA reMOPPArnyeCcKoro UHCYy/IbTaA.

Jleuenne murpenu nipu CADASIL npoBoguTcsi mo
ob1enpuHAThIM cxeMaM. (Penmakc)

B ciy4asix ¢ sSMOLIMOHA/IBHBIMHM PAaCCTPOMUCTBAMMU
HA3HAYAIOTCSI CelaTUBHBIE IMpernapaThbl, aHTUAEIPEeCCAHTHI.
JPPeKTUBHOCTS JIedeHUSI KOTHUTHBHBIX PAaCCTPONCTB He
n3BecTHa. [Ipomo/mKHUTe TbHOCTD 3a00/1€BaHUS Pa3uvHa (B
CpeziHeM 15 JIeT), CMEPTh HACTYIAeT B 55-60 JieT



