BOY BINO «Hwxeropoackada rocygapcrBeHHas MeguumMHcKas akagemMums
MwuHncTepcTBa 3apaBooxpaHeHna Poccuinckon denepauumm

Kadenpa HeBponornm, Hempoxmpyprium u MeauLMHCKON reHeTUKn
dakynbTeT: nev4ebHoe aeno

HuxXrma.pd

bone3Hb
buHcBaHrepa

BbinonHunN: cTyaeHT 444 rpynnsl
IBaHoB [].J1.

r.HwxH1n Hosropop
2016 rog.



OnpeaeneHue

bone3Hb bUHCBaHrepa— 310 XpoOHU4Yeckoe
nporpeccupytoLlee 3aborieBaHne ronoBHOro
MO3ra, pa3BuBatoLLeecs nNpu rMnepToHNYECKOU
B6onesHun, KIMMHNKO-MOPAONOrM4eCcKUm
BbIpaXXeHNEM KOTOPOIro ABNAETCH
cyOKopTUKarbHasa apTepmocKnepoTnyecKas
SHLUedManonaTtnsa, npuBoadaLLas B KOHEYHOM
nTore K JeMeHL M U NnpoTeKkatoLlasa ¢ anm3ogamm
OCTPOro pa3BUTUA 04aroBov CUMNTOMATUKN UMK
C NpOorpeccupyroLmMMmn HEBPOSTIOrM4YEeCKUMMN
paccTpoucTBamMu, CBA3aHHbIMU C NopaXKeHuem
bernoro BellecTBa NosiyLapumn rorloBHOro Mo3sra.



3meHeHns Mo3roBoro BeLlecTsa npu 6onesxun buHcBaHrepa —
paspexeHust 6enoro BeLlecTsa Mo3ra



annaeMmonorums

e PasBuBaeTcsa y nuu 0bomx NonoB U, Kak
npaBuro, edtoT bore3Hn oTMe4YaeTcs B
Bo3pacTe oT 50 Ao 70 net

e [lo gaHHbLIM KITMHUKO-KOMMbIOTEPHO-
TOMOrpadU4ecKkoro nccrnegoBaHuns, oHa
COCTaBNAET OKONo 1/3 Bcex crnyyaes
cocyancton gemeHunn(A.B. Medeedes u
coaam., 1996)



ITUoNnorus

e CrToMKas apTepmanbHas rmnepTeH3mns
e ApTepuanbHasi rMnoTeH3uns (y NuL, cTap4eckoro Bo3pacTa)

e HapylweHune UupkagHoro putMa apTepuanbHOro JaBneHus
(MOBbILLEHME MM PE3KOE CHUKEHVE apTepnarnbHOro AaBneHns B
HOYHOE BPEeMsl) MpW OTCYTCTBUM U3MEHEHI CO CTOPOHB!
MarmcTparnbHbIX apTepui ronoBbl

e OnucaHbl Takke ceMenHble crydan 3aboneBaHnd ¢ Ha4Yanom
0o 40 neTt, 6e3 apTepuanbHOU rmnepTeH3nn (Davous P. et al., 1991;
Mas J. et al., 1992)

e AmMunoungHasg aHrmonaTtus

e HacnencTteseHHoe 3aboneBaHue CADASIL - cerebral autosomal
dominant arteriopathy with subcortical infarcts and
leukoencephalopathy (LepebpanbHag ayToCOMHO-A0OMUHAHTHAS
aHrnonaTus ¢ cyoKopTmKanbHbIMU MHAAPKTaMU U
nemnkoaHLedanonaTtmemn), KOTopoe B oTnnvne ot bonbLLINHCTBA
crny4yaeB CAD BO3HMKAET B OTHOCUTENbHO MOMOJ0OM BO3pacTe




Mopdonornyeckasa kKapTuHa

obnactamm gndpy3HOro nopaxxeHunsi 0ernoro BeELWECTBA,
NpenmMyLLeCTBEHHO NEPUBEHTPUKYIIAPHOIO (lenkoapeos —
«NEePUBEHTPUKYNAPHOE CBEYEHNE» UNN KCUAHUEY) CO
MHO>XeCTBOM O4YaroB HEMOJSTHOro HEKPO3a, NoTepen MMUennHa
N YaCTUYHbIM pacrnagoM OCEBbIX LMIIMHAOPOB, o4aramm
9HUedanonusuca, anddysHou nponmdpepaunen
acTpouuTOB;

anddy3HbIM CrIOHIMo30M, boree BbipaXXeHHbIM
NepUBEHTPUKYNSAPHO;

nakyHapHbIMW MHd)apkTamm B 6enom BellecTse, basanbHbIX
raHrnuax, 3puTenbHOM byrpe, OCHOBaHUM BaposineBa MOCTa,
MO3XKeuKe;

YTOSLLUEHUEM U TMariIMHO30M MESIKUX apTepun
(apTepuockrepos) B 6enom BeLLeCcTBE N CEPOM BELLECTBE
6a3anbHbIX raHIMMEB, pacLUMPEHUE NEPUBACKYIIAPHbIX
NPOCTPAHCTB (etat crible - «cTaTyc KpUBPO3YC»);

rmgpoledoanven 3a CYET YMEHbLUEeHNS obbemMa 6enoro
BellecTBa (3amecTutenbHaga rmapouedanus Ha poHe
aTpodomnun 6enoro BeLlecTsa rornioBHOro Mo3ra).



Takunm obpaszom, KT 1 MPT nccnenoanusa npun 6o5nesHu
buHcBaHrepa (CyokopTuKarbHOM apTEPUOCKITEPOTUYECKON
9HuUedanonaTtnm) obHapyX1uBatoT:

CHWXeHue NnoTHOCTU benoro BewwecTBsa, 0cobeHHOo
Bblpa)KeHHOE BOKPYTI NepeaHunx (pexe 3agHnx) poroB 60KoOBbIX
XKenyaoykoB (PeHOMEH «Jlenkoapaosay);

MHOXXECTBEHHbIE MEeNnKne NoCTUHMapPKTHbIE KUCTLI (nocne
rakyHapHbIX MHAAPKTOB, OONbLUENR YacTbo KIMNHUYECKM
HeMbIX) B 0enom BeLLecTBe 1 NOAKOPKOBbLIX y3nax;

paclwmnpeHne XKejyaoy4koB MOara.

B ocHoBe natonorun 6enoro BewllecTsa npu 6onesHu
BuHCBaHrepa nNeXxuT apTepPUOCKIIEPO3 apTEPMON U MESTKUX
apTepun (MeHee 150 MKM B OMaMeTpeE), BbipaXkatoLnmncs:
rmnepTpodpumnen megnmn, rManmMHO3oOM; Pe3KnUM yTosLWEHNEM
COCYOMCTON CTEHKN C CYXeHneM npoceeTa. CTpagaroTt Takke
n bonee KpyrHble apTepmn anameTpom 4o 500 MKM, 1 BCe
MUKPOLIMPKYNSATOPHOE pYyCro.
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KnuHu4yeckasa KapTuHa

XapakTepm3yeTcs NpPorpeccupyoLiiuMm KOrHUTUBHbIMU HapPYLUEHUAMM,
HapyLweHnaMu PyHKUUU XoabObl U Ta30BbIMU paccTponcTtBamu. Ha
nocrneaHem atare - cnaboymue, nosiHast 6ecnoMoLHOCTL BOMNbHbIX, KOTOPbIE
He XoOAaT, He 00CnyXuBakT ceds, HE KOHTPONMMPYIOT OYHKLMIO Ta30BbIX
OpraHos.

3a Uckn4YeHnem aceMm4ecKkoro, HabnaaTCs NPaAKTUYECKUN TE Ke camble
CMHAPOMarbHble BapMaHTbl AeMEHLMN, YTO U NPU COCYyaMUCTOM cnaboymuu:
ANCMHecTM4Yeckoe (TOPNUAHbLIA 1 06LeopraHMYeCcKNin BapuaHThbl),
aMHEeCTUYecKoe 1 ncesaonapanmTuyYeckoe.

[JoMnHMpoBaHmne nNpn3HakoB NOAKOPKOBOW U TOOHOM ANCHYHKLNMK,
NpeacTaBliEHHbIX B pa3fMYHbIX Nponopuunsx: npu d6oree nerkon gemMmeHumm
npeobriagatoT NPM3HaKM NOAKOPKOBOW ANCYHKUMN, Npn Bonee TsKenomn -
nobHom (Medeedes A. B., Kopcakosa H. K. u dp., 1996).

OnucaHbl Takke cryvyaum ¢ anunenTuiecknmMmmn npunagkamm (Babikian V.,
Popper A., 1987).

B uenom ana 6onesHu (aHUedanonatnn) buHcBaHrepa xapakTepHo
HEeYKINOHHO-NPorpeaneHTHoOe Te4YeHmne, HO BO3MOXHbI U nepunoapbl
anutensHon ctabunusauun. NpuaynHamm cnaboymus B 3TUX criydasax
cymnTaeTcda Hann4dume «disconnection-syndrome» (Roman G., 1987), TO €CTb
pa3obLleHne KOPKOBO-NOOKOPKOBbLIX CBA3EN, HACTynarLee B peayrnbsraTe
nopa)keHus NoaKOPKOBOIO Oenoro BelwecTBa, a Takke ancdhVHKUNS



OCHOBHbIE XapaKTEPUCTUKN FTOOHOW
AUCMpPaKcumn xoabObl, CBA3AHHOW C
nesaBTomMaTmsaumnen xoabbbl, cnegytowme:

3amMenrieHne Xxoabobl;
YKOpOY€eHUE Lara;

3aTpyaHeHue B Hayane xoabbbl (MHULMaums
X0ObObl);

HEeyCTONYMBOCTL NPU NOBOPOTaX (NOCTyparnbHas
ONCcyHKUKNA);

pacLlmpeHmne d6asbl Ornopsbl;

CHMXEHMEe ONNHbI LLIAaros.



 HapylweHue Ta3oBbIX PYHKLUMU -
«rMNepPakTUBHOCTbY
(«rMneppedNeKkTOPHOCTL») MOYEBOIo Ny3bIps

 [IBUratenbHbIe HAPYLUEHUSA:
napKNHCOHOMoOO4OOHAas cMMNTOMAaTUKA, a Takke
NerkuMm Nnu yMepeHHbIMU LeHTPanbHbIMU
MOHO- U1 remmnapesamu, 4acTo ObICTPO
perpeccupyrommm; ncesaodynsbapHbIn
CUHOPOM.

e IMOLMOHaNbHO-BONEBbIE HapYyLUeHUSA
npeacTraBfieHbl aCTEHNYECKUM,
HEBPO30Nog00OHbIM NN aCTEHO-
nenpeccuBHbIM CUHOPOM.



IlnarHocTuka

CornacHo KputepusiM, npeasioxXeHHbIM D.A. Benett U coaem. (1990), ong
OnarHocTukn bonesHn buHcBaHrepa Heob6xoaMMO Hannure y nauneHTa:

1 - DEMEeHLNU;
2 - ABYX NPU3HAKOB U3 CreayoLLnX:

e cocyamucTble hakTopbl puUcka Unmn NpuU3Hakm CUCTEMHOIO COCYAUCTOro
3aboneBaHus;

* NIPU3HaKN COCyaANCTOro nopaxxeHmq royioBHOro Mmoara (o4arosas
HeBpoJiornyeckaa cMMnToMmaTuka);

* «CYOKOpPTMKamnbHbIE» HEBPONOrMYeCcKMe paccTpomncTea (HapyLleHns xoasoobl -
NapKNHCOHNYECKOro XapakTepa, CeHUNbHasa noxoaka nnn « MarHUTHasl
noxogka», napaTtoHun, HegepXxaHme Mo4Yn NPU HaNMMYNKU «CNacTUYECKOro»
MOYEBOro Nny3bIpsA);

3 - ABYXCTOPOHHErO Nnenkoapeosa rno gaHHbIiM KT nnu aByXCTOPOHHUX
MHOXXECTBEHHbIX NN ANPAY3HbIX y4acTKoOB B 6en1oM BeLecTBe nonyLapum
FONOBHOIoO MO3ra pasmepamm dorsee 2 cMm.

(!) B Kputepusix nogyepKMBaeTCs, YTO y nauueHTa QOMKHbI
OTCYTCTBOBaTb MHOXeCTBEeHHbIe U1 ABYXCTOPOHHME KOPKOBbIe o4yaru
no AaHHbIM KT n MPT, v Tsixxenast pemeHuUus.



OnddepeHumnanbHan
ANarHOCTUKa

e Ba)kHa C KIMMHUYECKN CXOOHbIMU
3aboneBaHNaAMN: ¢ Oone3Hblo
Anburemnmepa (bA) n boneststo Nuka (bI1).

* Vicnonb3yloT wWwKany Xa4nmHCcKoro u
COBpeMeHHble MeToabl
HenpoBU3yannsaunm, B HaCTHOCTU

NO3UTPOHHO-3MUCCUOHHYIO TOMOrpadouto
(M3T).



[Ons BA Ha [MOT xapakTepHO CUMMETPUYHOE, pexXe OJHOCTOPOHHE, CHMXKEHNE
MeTabonuama cHayana B 3agHeTEMEHHbIX OTAeNax, a Npu NporpeccupoBaHnn Nepexoq
30HbI TMNomMeTabonmamMa Ha BUCOYHYIO U JTOOHY0 06racTun, ocTaroTCsl UHTaKTHbIMU
MO3XXe4oK U nogkopkoBble obpasoBanus. [Npu BI1, B otnndne ot BA,
dpoHTOTEMMNOpPArbHas AEMEHLUNSI XapaKTepU3yeTcsl CHUXeHneM metabonmama B NOOHbIX
O0ndx, KOTOpoe ¢ nporpeccmpoBaHneM 3aboneBaHnsi pacnpocTpaHSEeTCs Ha BUCOYHbIE
oonu. Takne xapakTepHble natTepHbl METAOONUYECKNX UBMEHEHNI NO3BOSISAOT
OocTaToyHo nerko anpgepeHumposatb BA u bIl, yto HegocTynHo npn MPT n KT. B
OTNNYMe OT HUX CcOoCyancTasl AeMEHLUMA HE UMEET XapakTepHblx N3 T-npuaHakos, npu 3
Yyalle OTMeYarTCsa o4aroBble CHMKEHUSI MeTabonmnama 6e3 xapakTepHbIX flokanmnaauum.




Tadnuua 1. lWkana Xa4MHCKOro

MpU3HaKu

BHezanHoe pasBuTUe AeMeHUWW (W Bblp@keHHbIX KOTHUTUBHDBIX
HapyLLeHUA)
CryneHeobpasHoe pasBuTUE JeMeHLMN

brIoKTYWpYIOLLEe TEYEHWE
HouHaa Ae30pUeHTMPOBAHHOCTD (CMYTaHHOCTD)

OTHocuTenbHaA COXpaHHOCTb JIMYHOCTH

Hdenpeccus

SMoLMoHarbHaa NnabunbHOCTb

ApTepuanbHaa runepToHUA B aHaMHe3e W B HacToslee Bpems
VHCYrbT B aHaMHese

Hanuyune comyTCTBYIOLEro arepockneposa (no AaHHbIM
nccneapBaHum)

OyaroBble HEBPONOMMYeCKe CUMIMTOMDI

MNMaTonorMyeckne 3Haku

[Mpn cymme 4 6anna n meHee — bA, 7 n bonee - 19

Bannel
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Taénuua 2. uppeperumansHan auarHoctuka Cl v BA

XapakTepucTUKM
Hauano

Mporpeccupoeanue

HeBponoruyeckue
HapyLUEHWA

MamATs

WCnonHuTe NbHbIe
Py HKUMK
Tun pemerumum

HeiipoBuayanuaaums

Xoae6a

Liepe6poBacky nsipHLIA
aHamHes

C USMEHEHUAMM

ca

OcTtpoe

UnK NOCTENeHHoe
MeanerHoe,
CcTyneHvartoe,

C PnyKTyauuamm
Hanuuue o4aroBbix
CUMNTOMOB
Crpagaer
HE3HAYMTENBHO
CrpagawT paHo
W 3HAYUTENBHO

Cy6KOpTUKANBHLIA

WMH(apkTel, NopaxeHue
NOAKOPKOBOIO 6enoro
BewecTea

3ayacTyio paHHee
PaCCTPOMCTBO

TpaHauTopHLIe

BA
MocTenexnHoe

MocTenexHoe
HEe3aMeTHOe yXyALieHue

MuHumansHse unu
OTCYTCTBYHT

Crpafaet 3HaYnTeNbHO
YXE Ha paHHuX 3Tanax
HapywawTca no3gHo

KopTukaneHen

MpenmyLiecTesHHan
atpoua rMnnokamna
W BUCOYHO-TEMEHHON
KOpbI

O6bI4HO HE U3MeHeHa

BackynapHbie COObITUA

nweMuyeckue 3Nu30del, BCTPe4ardTCH MeHee

MHCYNETBI, COCYOUCTBIE
(PaKTOpb! pUCKa

4acTo



JleyeHue:

1) AHTUrMNEepPTEeH3NOHHas Tepanus

NCMOSIb3YHTCS BCE KNACChl aHTUTMMNEPTEH3NBHbLIX NPenapaToB N NX pauyoHanbHble
KoMbuHaunun, ogHako He crnegyeT npumeHaTb AlT1, Bbi3biBalOLLME OPTOCTATUYECKYHO
MTMNOTOHMUIO.

2) Mpenapartsbl, ynyywarwme metabonmsm mosra

HOOTpONWUN, NUpaueTam, NIMPUANTOS, LepedbpPONN3nH, akTOBEMMH, METUOHWUH, arbBE3UH,
[MWUWH, MHCTEHOH, aKaTUHOJS, MEMAHTWUH, MMKaMUOoH, aHUedabon, KorMTym, acceHuuane,
neunTuH, 6etacepk, ButamuHel A, C, E, rpynnel B, bonnesas k-ta, rmmatunuH n ap.

3) MpenapaTbl, BOCCTaHaBNMBaKLWMe MUKPOLIMPKYNALUIO

TaHakaH, 3yQWNNWH, BUHMOLIETUH, MEHTOKCUMUNNNH, NEHTUNINH, UHCTEHOH, TPEHTarn,
LIMHHAPW3WH, HAMOAMUMUH, rtopULLIMH, HULLEPronuH

4) AHFrMONPOTEKTOPbI

KaBWHTOH, CEPMWUOH, HUHHAPW3WH, TEOHUKOS, KCAHTUHONA HAKOTUHAT, NapMUANH,
ranuaop, BUHMOLETUH, aranypwH

5) AHTUKOArynsHTbl

acnupuH, Knonuaorpens (NaBuKE), NEHTOKCUMUNNKH (TpeHTarn), TPoM60ACC, KypaHTun,
KUMOTOH, BapapuH, mmkomena, kapam ACK

6) AHTUOKCUAAHTDI
MeKCKaon, aMoKCcUnuH, ButaMmutbl A, C, E, rpynnel B, ceneH, MMKpPO3neMeHThl

B knuHn4eckon npakTmke B OONbLUMHCTBE CryYaeB onTUMaribHbIM ABNSETCA NPUMEHEHNE
npenapaTtoB KOMMMEKCHOIo AENCTBUS, T.K. 3TO NO3BONSAET CHU3NTb dapMaKofIOrmyYecKyto
Harpy3ky Ha 60NbHOro B coMeTaHMM C NOBbILWEeHMEM KoMmnnaeHca. OgQHUM U3 Taknx
rlg)?tl)'lapaTOB SIBMSIETCS aKTOBEruH, obrnagarolmii LUIMPOKUM CNEKTPOM ddapMaKomormyeckmx
adhheKToB.



Cnacu6o 3a BHUMaHue!



