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LIEPEBPAJIbBHASl AYTOCOMHO-AOMWHAHTHAS
APTEPUOMNATUSA C NOAKOPKOBbIMU UHDAPKTAMMU
U NENKO3HLIEEDAJTIONATUEA. CADASIL CUHAPOM
(ONMUCAHME KIIMHUYECKOTr O CNTYYAS)

MpencraBneH KIMHNUYECKWR ClyYain nauneHTku 47 neT ¢ uepebpanbHON ayToCOMHO-LOMUHAHTHOW apTepuonaTnert C NoAKOPKOBbIMM
MHbapKTamMu 1 nenkosHuedanonarten. /I3BeCTHO, YTO y NaLMEHTKM OTAMOLLLEH CEMENHbI aHaMHe3, y BpaTa Ha OCHOBaHMM ayToncum
anarHoctupoBaH CADASIL cuHgpom, y camom naumenTkn B 2020 rogy reHoTUnrpoBaHveM BepudmumposaH CADASIL cuHapom.

B TeueHne mocregHMx Tptx neT HabMoaalTca peumMamMBMpYIOLLME MHCYNLTHI B GacceHax npason 1 neson CMA, C yxydlleHnem
KIMHNYECKOW CUMMATOMATVKI B BUAE HapacTaHUs reMmunapesa, noseneHns ncesnobyns0apHbIX U HEMPOANHAMUYECKNX HAPYLIEHMIA.
OcobeHHOCTbIO Cryyas ABMSETCH OTCYTCTBUE KAMHWUYECKON CUMMTOMATUKI BHE OCTPbIX HapyLUeHWA MO3TOBOrO KPOBOOOPALLEHMS,
CYMMMATOMbI KOTOPbIX MOMHOCTbLIO KYNMPYIOTCA.

KnioueBble cnoBa: CADASIL cuHapom; uepebpanbHas ayToCOMHO-A0MUHAHTHAsA apTepuvonaTtsa C NoAKOPKOBLIMU MHMAapKTaMu
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CEREBRAL AUTOSOMAL DOMINANT ARTERIOPATHY WITH SUBCORTICAL INFARCTIONS AND LEUKOENCEPHALOPATHY.
CADASIL SYNDROME (DESCRIPTION OF A CLINICAL CASE)

A clinical case of a 47-year-old patient with cerebral autosomal dominant arteriopathy with subcortical infarcts and leukoencephalopa-
thy is presented. It is known that the patient has a family history, her brother was diagnosed with CADASIL syndrome on the basis
of autopsy, and the patient herself had CADASIL syndrome verified by genotyping in 2020. Over the past three years, recurrent strokes
have been observed in the right and left SMA basins, with worsening clinical symptoms in the form of increased hemiparesis, the appear-
ance of pseudobulbar and neurodynamic disorders. A special feature of the case is the absence of clinical symptoms outside of acute
cerebral circulatory disorders, the symptoms of which are completely relieved.

Key words: CADASIL syndrome; cerebral autosomal dominant arteriopathy with subcortical infarcts and leukoencephalopathy; geno-

typing; autopsy

nnapombr  CADASIL (MKB-10 — 167.3) nu

CARASIL — penxue nepe6pajbHbIe apTepPHOTIATHI
¢ cyOkoprukasbubiMu (II0AKOPKOBbIMU) HH(BAPKTaAMK
n Jeiikosumedanonarneii. CHHIPOMBI TOJHOCTHIO
UJIEHTUYHBI 110 CBOUM MPHU3HAKAM, PA3JHYAIOTCS TOJIb-
KO THUIIOM HACJeJ0OBAHUSI U CBSI3AHHBIMH T'eHaMU:
CADASIL nacneayeTcs o ayTOCOMHO-JOMIHAHTHOMY
Ty u obyciosiaen Mmyrtamuamu B reme NOTCHS,
CARASIL — ayTOCOMHO-PeIeCCUBHBIM ¥ CBS3aH C Te-
nom HTRAT1 [1, 2].

OO6e 1aToOIOrNN XapaKTEPU3YIOTCS TPAH3UTOPHBIMU
NIIEMIYECKUMN aTakaMn 1 Murpenbio (damte ¢ aypoit),
BBI3BIBAIOT MHCYJIBT, AIUJENCHIO U JAPYrue HapyIieHus
[3]. Cungpombr CADASIL m CARASIL npuBogT K Ha-
PYIIEHHIO KPOBOTOKA B MEJIKHX KPOBEHOCHBIX COCY/IaX,
0COGEHHO B COCY/IaX TOJIOBHOTO MO3Ta, YTO CHOCOOCTBY-
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€T TIOCTEIIEHHOMY OTMHUPAHUIO KJIETOK BOKPYT HUX.
Takoe cocrostnme (mHdapKT Mo3ra) MOKeT NPUBECTH K
KPOBOMBIMSAHIIO B MO3T (réeMOpparn4eckoMy MHCYJIbTY )
[4]. VHCcyapT y mAUEHTOB, CTPAIAIONINX TAKUMU Pac-
CTPONCTBAMM, MOKET ITPOM3OUTH B JIIOOOM BO3pACTe, OJI-
HaKO 4Yaile BCETO ITO CIYyYaeTcs B 3pesiocTh [S].
Cunapom CADASIL nacienyercss 1Mo ayTOCOM-
HO-JIOMUHAHTHOMY THITY, T.€. OJHON KOIIUU MyTHPOBaH-
HOTO TeHa JOCTaTOYHO, 4TOOBI MPOosiBUIach GoJie3tb. B
GOJIBIIITHCTBE CJIYYaeB [ETH HACAEAYIOT 3TOT MPU3HAK
OT OJHOTO U3 POJAUTEJEN, CTPAJAIONINX CHHIPOMOM
CADASIL. V3BecTHbI Tak)Ke cJaydan CHOPAIUIECKIX
mytamuii B rene NOTCH3. [leBouku m MaJdb4WKu Ha-
CJIEIYIOT 9TOT TMPU3HAK C OAMHAKOBOW BEPOSITHOCTHIO.
B pasHbIX 3THUYECKUX TPYMIaxX MOTYT mpeobia-
JaTh cBoW astesbuble BapuauTel Tena NOTCHS3, 06-
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yeaapauBaoie ¢genorun 3aGoneBanus. Hampumep,
y asuaros (Kopeiles, sSOHIEB, KUTANRIEB), CTPaJa-
mux cuagapomoM CADASIL, mo cpaBHEHUIO C €BPO-
HelCKUME TalneHTaMu, Jaiie HaOI0aloTcss BHYTPH-
MO3TOBBbIe KpoBomamusanug [6, 7]. TIpu sToMm Kuraii-
CKMe MaIeHThl, Hecymue MyTarumio R544C, Beposrt-
HO, UMEIOT OOIIero npejKa, MOCKOJIbKY Y HUX HaGJIIO-
JlaeTcsd OAMH M TOT »Ke TalJIOTHII, CBA3aHHBIH ¢ 3TO
myTatmeit [8].

Cungpom CARASIL cBgsan ¢ MyTanmsMm TeHa
HTRA1 um macnemyercs 1Mo ayTOCOMHO-PEIECCHBHOMY
tiry. Ho HekoTopble maToreHHble MyTallui 9TOTO TeHa
BBI3BIBAIOT 3a60JIEBaHNE W B TE€TEPO3UTOTHOM COCTOSI-
HUU, T.e. ABJSIOTCS ayTOCOMHO-IOMUHAHTHBIMU [9].

HauGosiee paHHUM NPHU3HAKOM  CHHIAPOMOB
CADASIL u CARASIL sgBnisgerca MuUrpenb, KOTOPYIO
YacTO Ha3BIBAIOT «MaCKOi» M1 6ojee Cepbe3HBIX 3a-
6oseBanuii. B kiaccudukanum rogoBHoi 60 1m0106-
HbIe PACCTPONCTBA YNMOMUHAIOTCS KaK MHUTPEHb C OC-
JIOSKHEHWSIMI TJIN MOHOTEHHBIE MUTPEHO3HBIE CHH/IPO-
Mol [10]. TToatomy kpaiite BaskHa quddepenimaabast
JINATHOCTHKA OCTPOIl TOJIOBHOU GOJH.

Murpenb, 0CO6EHHO ¢ aypoii, — (HakTop pucKa Kaxk
JUIS NIIEMUYeCKOTO, TaK M TeMOPPAarndecKOro MHCYIb-
ta. VIHCYJIbTbI, BO3HUKAIOIINE B MOAKOPKOBOIi o61acTu
MO03Ta, KOTopas yIacTBYeT B MBIINICHUN U MaMITH, MO-
TYT CIIPOBOIMIIPOBATH TPOTPECCUPYIONIYI0 MOTEPI0 NH-
TesieKTyanbHol Gyuxuuu (craGoymue), a TakKe Cro-
coOCTBOBATh MOBEIEHYECKIM paccTpoiicTBaM [2].

Denornmmyeckn cuaapoMsl CADASIL 1 CARASIL
cXoku ¢ GoJieaHbio BuncBaHrepa, HeHacJe[CTBEHHON
opmoit 3a6oseBanmsT MaIbIX apTepHii.

Xapaxkrepubie oco6ennoctu cunapomoB CADASIL
u CARASIL — OKKJIIO3MOHHbBIE 1IEPEOPOBACKYISIPHDIE
uH apKThl (MOKHO JAUATHOCTUPOBATD € HOMOIIBIO KOM-
HbIOTEpHOIT ToMorpaduu) u passurue Jaeiikostiedano-
naruu Gesioro BeriectBa. [IpusHaku atoro mpoiecca
MOKHO yBHUEeTh ¢ momomipio MPT [11].

B mporpeccupoBaHUN CHH/POMOB BBIIEISIOT 4 CTa-
qun. IlepBas mpossasgercss B Bozpacte 20-40 met, ma-
IIMEHTDI JKAJIYIOTCS Ha MUTPEHD.

Xapaxrepuble usMenenuss na MPT npu cunapome
CADASIL:

- T1-BU — xpymHbBIEe, CIUBHBIC, M30MHTEHCHBHBIC
o4aru B CTPYKType Gesloro BellecTBa U MeJKHe C YeT-
KIIMHI KOHTYpPaMI THIIONHTEHCHBHbBIE 0YarH, He PACIPO-
CTpaHfIoMuecs Ha KOpPy TOJOBHOTO Mosra. Tax:ke Ha
PaHHUX CTAAUAX 3a00JI€BAHNST MOKET HAOMIOATHCS 10~
Tepst A hepeHIpPOBKY MeXK/1Ly CepbIM U GeJsibIM Bellie-
CTBOM;

- T2-BU — nuddysHo pacmonokeHHbIe B CTPYKTY-
pe GeJioro BelecTBa runepuHTeHcuBHbie odaru (JIeiKko-
apeo3) 1 060co6IeHHbIe THIIEPUHTEHCUBHbIE JIAKYHAP-
Hble MH(MAPKTHI;

- FLAIR — o6GocoG6yieHHbIE TUTIEPUHTEHCHBHDBIE JIa-
KyHapHble THOAPKTHI W JTeHKOapeos;

- T2 GRE — MHUKPOKPOBOUBJIHIHNS, KOTOPblE 00-
HapyKuBaioTest y 25-50% MAIMEHTOB, WX TacTOTa yBe-
JIMYNBACTCS C BO3PACTOM;

- DWI — orpannuenne audgysun B ocTpoit cTaann
MHOAPKTOB.

Taxske cmermdransiM MPT-npusnakom CADASIL
CYNTaeTCs BOBJIEYCHNE MEPEHET0 TOII0CAa BUCOYHOM
poan [12].

Caenytomasl craans, KakK IPaBIJO, HacTyHaeT B
Bospacre 40-60 JeT 1 COmpoOBOKIAETCS WHCYJIbTAMU U
paccTpOICTBOM TICHXUKHU. TPEThs CTaINsA XapaKTepu3ay-
ercst craGoymueM U/ W TTapaJTiIoM, YeTBEPTast — Be-
TeTaTUBHBIM cocTostHIeM. CMepThb HACTyIaeT IpuMep-
Ho depe3 20 JieT MocsIe TOSBJICHNS TEPBBIX IMPU3HAKOB
60JIe3HN.

Paspa6oTka MeTo/0B paHHell [AMAarHOCTUKU 3TUX
CHUH/IDOMOB IPeJICTaB/sieT cOo60i BayKHYIO 3ajady.
Ko4eBBIM MaTONOTHYECKUM TPHU3HAKOM CHHIPOMA
CADASIL saBnsgeTca HaKOIIEHHE U OTJIOKEHNE BHEKJIE-
TOYHOTO JOMeHa perenTopa, KOINPYEeMOTO TEeHOM
NOTCHS3, B crenkax cocynoB. C y4eToM aTuX JaH-
HbIX, B Mae 2019 r., a5t paHHeil AuarHoCTHKA 3a60JT€e-
BaHus ObLIA MPE/JIOKEHA ONTHYECKast KOTePEeHTHAsT TO-
Morpadudeckasg anrnorpadpusg. IToT 3HGEKTUBHDIN 1
HEMHBA3WBHBI MHCTPYMEHT MOXKET WCIOJb30BAThCS
auist anarnoctukn cungapoma CADASIL y 6eccnMnToM-
HBIX TIAIINEHTOB, a TakKXe I MOHHTOPHHTA IIpOTpec-
CHPOBaHUA 3TOTO 3aboseBanus [13].

ObPeKTUBHBIX METOMOB JIeUeHUsS CHHIPOMOB
CADASIL u CARASIL B nHacrosinee BpeMs HeT.

ITpu cungpome CADASIL wacto HasHadaloT are-
TIJICATUIINIOBYIO KHUCIOTY IS TPEIOTBPAIEHNS BO3-
MOKHOH TpoMOOTHUYeCcKO# okkJo3un. OnHako, MO-
CKOJIbKY 3a60JieBaHNe CBSI3aHO C PUCKOM BHYTPHYEpPeIl-
HOTO KPOBOMBJINSAHNS, TIPHEM acipHHA MOKET YBeJn-
YUTb TOT PUCK W HABPEANTDH MAINEHTY.

Cpeay HoBeifimux pa3paGoToK [l JIeYeHUs] HTOrO
CHH/IpOMA TIPE/IO’KEHA aHTHCMBICJIOBAS Tepamus, KO-
TOpasi OCHOBAHA HA OCTAHOBKE CHHTe3a OejiKa, Y4acTBY-
I01I[ero B 1arorexese 3a6osieBanus. Boikiiouenne GHo-
CHUHTE3a OCYIIECTBJSIETCS 3a CYeT MHIHOHPOBAHUS
TpaHcaaunu, coorserctByiomeir MPHK ¢ momomtbio
KOMILJIEMEHTAPHBIX €ff KOPOTKIX HYKJIEOTHIHBIX MOCTe-
npoBaTesbHocTeit [14].

Kpome Toro, Ha JKMBOTHOW MOJENN TOJy4eHbI 06-
HaJIe’KNBAIONINE Pe3yIbTaThl I JIEUCHUS CHHAPOMA
CADASIL ¢ moMomubio MBIIIHHOTO MOHOKJIOHAJIBHOTO
anturena (5E1), kortopoe crmenmduueckn pacrmosHaer
9KCTPAIlE/UTIONAPHBIN JOMEH PelenTopa, KOANPYyeMoro
reaom NOTCHS3 [15].

leneTndeckoe TecTHPOBAHNE TOKHO OBITH TIPE/IJIO-
JKEHO BceM TanmenTaM ¢ nogospenneM na CADASIL.
[l TPEeNKTUBHOTO TEHETHYECKOTO TeCTUPOBAHNUS Iie-
JIecOOOPa3HO HCIOJIb30BATh PEKOMEeH/AIN, pa3pado-
TaHHbIe g 6ose3nn I'entnarrona. 'eHermdeckoe KoH-
CyJbTHPOBAHNE UTPaeT BAXXHYIO POJb IPU IIAaHNPOBA-
HIW CEMbH W MPEeHATATbHOH JMaTrHOCTHKE.

IMamuentka M.O.A., 1977 rona poxaenus (47 ner),
6bLTa TOCHHUTAIN3UPOBAHA B HEBPOJOIMUECKOE OT/IE]IC-
aue g 6ompubix ¢ OHMK HI'KB Ne 1 ¢ sxkamobamu
Ha c1a60CTh B MPaBbIX KOHEYHOCTAX, HAPYIICHUE PEUH,
HapylleHne TJIOTaHUs, KOTOPbIe BO3HUK/IN Y IIAIMEHT-
KII B TeUeHHE HEIEIMH.

Anammnes xuznu. Poannach B CPOK, B IETCTBE POC-
Jla 1 pasBUBAJIACh COOTBETCTBEHHO Bo3pacTy. Kypenue:

| |
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orpuIiaer. AJKoOroJib: He 3joynorpebsser. Ilepenecen-
HbIe 3a60JIEBAHIS: HEe OTMedaeT. JMIIeMIOJIOTTYECKITH
aHaMHe3: Ty6epKyJe3, BeHepHuyecKne 3a60JIeBaHMA,
T, BUpycHbii rematut, BUY otpumaer. CemelHbrii
anaMHue3 otaromien: y Matepu BoisiBiaeH CADASIL cun-
JIpOM, y Oparta Ha OCHOBAHUM ayTOTICHM TaKXKe JNArHo-
crupoBan CADASIL cunspom, o6beMHOe 06pa3oBaHie
TOJIOBHOTO MO3Ta, OT KoToporo oH ymep. B 2009 roxy,
npu obcaenoBannn B V3pawse, nammenTke MPOBOJN-
gace MPT pmarnoctuka, TAe ObLT IHATHOCTHPOBAH
CADASIL-cuHApOM PEeHTTEeHOJIOTHYeCKN U ObLTa TPo-
BejleHa TeHeTHYecKas AMArHOCTHKA ¢ TTOATBEP KACHNIEM
JTAHHOTO 3a60JIeBAaHNA.

Anammnes 6oaeznu. B 2020 romy orMermia snmmson
MHECTHYEeCKUX HapyIMICHNH, 32 MeUIIMHCKOH TOMOIIIBIO
He oOpamtanach. BrepBble 3a MEAMIIMHCKON TTOMOIITBIO
obparmrach B 2023 roay ¢ sKamob6aMu Ha HapylIeHHe
peun n caabocTb B JieBOil Hore. B HeBpoJIOTHYECKOM
craryce ObLJIM BbISIBJEHDI CJEYION[IE€ CUMIITOMBI: 11€H-
TPaJIBHBIN Tape3 JUIEBOTO HepBa CJIeBa, JIETKHI JIeBO-
CTOPOHHHUI TeMumape3 1 CT. KJI. TIp., 2JeMeHTDI AI3ap-
TPHUN.

[To ma6opaTopHBIM HCCJIETOBAHUAM BBISIBICHO IIO-
BbIllleHWe O06IIero xoJecrepuHa jgo 6,6 MMoJb/ 1.
JlonoHUTETbHBIE WHCTPYMEHTAJIbHBIE HCCIEOBAHNUSA
(ICBIIA, ACTPK, KT-anrnorpadus obmactu 1men,
KT-anruorpadus roJoBHOro Mo3ra) IaTOJOTHIO HE Bbl-
SBUJIN.

Opnako, MPT rosoBHOrO MO3Ta MOKa3aa0 KapTu-
HY OCTpPOro JakyHapHoro uH(apkra B 6a3ajbHbIX
anpax cnpasa (Gacceitn CMA cnpaBa), MHOKECTBEH-
HBIX CJMBHBIX OYaroB IMOpakeHHs O6e0TO BelecTBa
GOJIBIIIX TOJYIIAPHil TEPUBEHTPUKYJISIPHO TIO TUITY ap-
tepuonatnu — 6osee Bepositio CADASIL.

Juaenoz: 1IBB. JlakyHapHbIil HHCYJbT B GacceiiHe
CMA cmpaBa, ocTpblii iepuo/i. JIeBOCTOPOHHUIT TeMu-
mape3 1 cT. k. mp., aneMeHTsl gusapTpun. CADASIL-
CHH/IPOM PEHTTEHOJOTHYECKH.

B HeBpoJIOTHYECKOM OT/eJIeHnH JiJisi GOJIbHBIX C
OHMK HTKB Ne 1 6bL710 1IpOBe/IeHO JIeUeHne 10 CTaH-
napry OHMK: HeiipoMeTaboinyecKasi, aHTHOKCHU/AHT-
Has, THIOJIUIHIEMIYecKast, aHTHArPEeranTHAs Tepars.
[Ipu BBLIMHCKE COCTOSTHHUE C IOJIOKUTEJbHON JIMHAMI-
KOH, TPaKTUYeCKW MOJTHBIM PErpeccoM CHMIITOMATH-
K — pedb crasna 6oJiee YeTKOH, Hapoca CUJIa B JE€BBIX
KOHEYHOCTAX ¢ 4 10 5 6asioB.

B Mapre 2024 roma mosABmMJIach HETOBKOCTb YK€ B
TPaBBIX KOHEYHOCTSAX U HApYIIECHWE PedH MO THITY -
saptpun. [larenTka BHOBD TOCINTAJN3NPOBAHA B He-
BpoJloTmdeckoe otaenenne aa 6ompHbIx ¢ OHMK
HIKB Ne 1 ¢ amarHosom: PermuanBupylongimii uireMm-
YecKwit nHCYJIbT B 6acceiine CMA caeBa, Apyroii yTou-
nennoii aruosorun (CADASIL-cunapom), ocTpbiii 1e-
PO, TPABOCTOPOHHUI Temumape3 1 cT. KJaI. TIp., au-
3apTpus 1 CT. KJI. TIp., JIeTKHe KOTHUTHBHBIE HapyIe-
s (MoCA- test 24 6), CADASIL-cunapom.

B HeBpoJiornueckoM craryce ObLIN BbISIBJIEHDI CJie-
Iylomue CUMITOMBI: IIEHTPAJLHDBIN Tape3 JINIEBOTO
HepBa CIIpaBa, AU3apTpusA 1 CT. KJI. TIp., TPABOCTOPOH-
HUHl TeMunapes 1 ¢T. K. Tp., JeTKHe KOTHUTHBHBIE Ha-
pyuietus (Jierkoe KOrHUTUBHOE CHUZKEHUE, TIPEUMYIIe-
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CTBEHHO HEHPOAMHAMUYECKOTO XapakTepa, OGpaandpe-
HUSI, HAPYIIEHHe MHECTUYECKUX TIPOIECCOB, AJIEMEHTDI
aHO30THO3UN, THnepTuMudeckue peakinun, MoCA-test
24 6).

[To 1a6opaTOpPHBIM HCCIEAOBAHUSIM BBISIBJIEHO I10-
Boinenune ¢pubpunorena ao 4,7 r/n, nosbimenne COJ
10 18 MM/, cHIKeHMe aGCOMOTHOTO YrcTa JuMQoTn-
toB 1o 1,0 x 109/1, noseimenune ACT no 34 En/m,
AJIT mo 45 En/n. Tlo HOTOJHUTETLHBIM WHCTPYMEH-
tambubiM nccaeposanusam (JICTPK) BoisBaeno: apre-
pPHUM OCHOBaHMS Mo3ra mpoxoanMbl, cHiskeHa JICK mo
3MA ¢ aByX CTOPOH.

MPT-uccnegoBanne roJOBHOTO MO3ra BBISBUJIO
ouar cBesknx AndysHbIX HApylIeHuil B JE€BOH IM0JI0-
BUHE BapoJiieBa MOCTA. XPOHUYECKAs] MEPUBEHTPUKY-
JISIPHAsI MIIEMUST TOJIOBHOTO MO3Ta. MHOroo4aroBoe 1o-
paskeHue Gesoro BelecTBa rOJOBHOIO MO3Ta U MHOTO-
YHCAEHHBIE TIOCTHIIEMIYECKIE KHCTbI B (a3ajbHbIX
MTOJIKOPKOBBIX SI/IPax, GEIOM BeIlecTBe JJOOHBIX, BUCOU-
HBIX, TEMEHHbBIX [[0JIell, BAPOJINEBOM MOCTY — H3MeHe-
nns, xapaxrepuble 1aa CADASIL.

B orzpenennn npoBojuiach HeiipoMetabomyecKas,
AHTUOKCUJAHTHAS, THUIIOJUIM/EMUYECKasi, aHTHarpe-
raHTHas, IIPOTHBOTPEBOKHAS TEPAIIUS COTJIACHO TIPOTO-
xoay OHMK. Ha ¢one nedennsa — mosoxxnuTeabHas
JMHAMUKA, YJIYUIIJIach Peub /[0 3HJIEMEHTOB Jn3ap-
TPUH, CHJIA B TIPABBIX KOHEYHOCTSIX BOCCTAHOBUJIACH /10
5,0 Gasios.

B ngambueiimieM wyBcTBOBasia ceGsi YIOBJIETBOPU-
TEJIbHO, /IO HACTOSIIEN TOCIUTATIN3AINI, KOTOpasi Mpo-
nsonia B suBape 2025 roga. BHoBb Hapocaa c1a6oCcTh
B TIPABbIX KOHEUHOCTSIX, pedyb CTaja HEBHITHOM, T10s-
BIJIOCH HapyllleHne TJOTaHusl.

Obwsexmueio. Obiiee COCTOAHUE YI0BICTBOPUTEb-
noe. Ionoxenne aktnBHoe. /ln3padmaeckux depT HeT.
Pocr 172 cM, Bec 72 xr. CosHanne scHoe, aJeKkBaTHA.
KoruutuBHbIX HapylieHuit He nabuojaercs. /Ipixanne
BE3UKYJIAPHOE, XPUIIOB HeT. TOHbI cep/iila pUTMUYHBIE,
Al 130/80 MM pr. cr. UCC 76 B Mun. JKuBOT MSIT-
K1l 6e360JIe3HeHHbII, JIOCTYIIEH MabIANuN, cJa6oCTh
MBI TlepeIHelt 6pIonTHOI cTeHKN. DYHKINHI Ta30BbIX
OpraHoB He HAPYIIEHBI.

B nesponozuueckom cmamyce BBISBICHDBI CIEIYIO-
e otkJaoHenust: JInumo acumMmmeTpuaHoe Ha (hoHe criia-
skennoctn HI'C cmpaBa. /lusapTpus JerKoil cTeneHw.
Hapyenue rjoTanust 0o THILY €IMHUYHOTO MOHepXU-
BaHUs JKUAKOCTBIO. CHUIKEHME CHJIbl B IPABbIX KOHEY-
HOCTSX MPOKCUMATBHO 4 Gasia, Juctaabio 3,5 6asmia,
caeBa 5 G6amnos. Tonyc Oamke kK aud@ysHoil rumoro-
nun. Temurnmecresus cupaBa. CyXoKUIbHBIE pedJiek-
Cbl TOBBIIIEHBI cIIpaBa 1o remurtuiy. [latosornyeckux
3HakoB Her. B mnosze PomGepra ycroitumsa, ITHII n
IIKII TtouHO, HO MOXOJKA C 9JEMEHTAMH ATAKCUM.

NIHSS 9 6, mkana Pankuna 3 6, ungexc MOOUIb-
noctn Pusepmug 12 6.

[Ipu ocMoTpe Jioroneaa BbIsIBJIEHA [U3APTPUS JIer-
KOIl crenenu BbIpaxkenHoctn — 6 6amnoB. OcMoTpena
Me/JIMIUHCKUM [ICUXOJIOTOM, BBISIBJIEHDBI JIETKHe KOIHU-
tupnbie Hapymenus (MoCA-test 23 6), naGmogaercs
CHIDKEHNE HEHPOJMHAMUYECKNX XapaKTepHCTHK, Opa-
A pennsi, CHIKeHHBIH (OH HACTPOEHUs, NPU3HAKU
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cy6kmunmaeckoii Tpesoxkuoctn (HADS tpesora 9 Gan-
JIoB, genpeccust 6 GamIoB).

OBCYXAEHNE

[To pesyabraTaM KJIMHHKO-Ta60PATOPHBIX MCCJIEI0-
BaHUIl OTKJOHEHWS HE BDLIABJICHBI.

[Ipn mHCTpyMEHTATLHOM 06C/Ie/IOBAHNN!

ITo mannpmM IKI — cunycoBbiii put™M 62 B MUHY-
Ty, GJIOKaja TepejHeil BepxHeil BeTBU JIEBOH HOXKKU
myuka I'mca, mecnenndiraeckne n3menenns ST-T.

ITo 9XO-KT, dynaexcHom CKaAHUPOSAHUU IKCTDA-
KPAHUAIDHBLX U UHMPAKPAHUAIbHOIX apMepull — 3Ha-
YIMOI MATOJOTHH HE BBLIABJECHO.

MPT-uccnedosanue 201061020 M0324 BBISIBIIO
ovar cBeXXnx Anp@y3NOHHBIX HapYIIECHUH B JIEBOM Ta-
Jamyce. XpoHWYECKas MepUBEHTPUKYISAPHAS HIIEMUS
TOJIOBHOTO Mo3ra. MHoOroo4aroBoe TopaskeHne 6esoro
BEIECTBA TOJIOBHOTO MO3Ta M MHOTOYHCJIEHHBIE TIOCTH-
HeMUYeCKHe KUCThI B GA3aJbHbBIX MOJAKOPKOBBIX SI/IPaXx,
6eJI0M BeliecTBe JIOOHBIX, BHCOUYHBIX W TEMEHHBIX J0-
JieH, BapoIMEeBOM MOCTY — M3MEHEHMS XapaKTePHBI JJIs
CADASIL. Onyxoib B TOJTOBHOM MO3Te He BBLISBICHA
(puc.).

C yueroM xano6, aHaMHe3a 3a60JeBaHIN, aHaMHe-
3a JKM3HM, Ja0OPATOPHBIX M MHCTPYMEHTAJIbHbBIX JlAH-
HBIX, YCTAHOBJEH OCHOBHOH mauarno3d: 163.5 IIBB.
Permausupyiommuit (MU B nmpasoit CMA 2023 1., B Je-
Boit CMA 2024 r.) MIIEMHYECKOTO JTaKyHapHOTO WMH-
cyabta B 6acceiine CMA cmeBa ot 12.01.2025 r., mpa-
BOCTOPOHHMII reMumapes 2 CT. KJI. Tp., AN3apTpus 2 CT.
KJI. 1Ip., nceBaoOyabGapuplii cungpom 1 cr. kia. mp.,
aTaKTHYeCKUil CHHAPOM 1 CT. KJ. Tp., JETKHe KOTHHU-
tustbie Hapyienus (MoCA-test 23 6).

@on: I'mmepronndeckas 6ose3nb 111 cT. KOHTpOH-
pyemass Al, pocrurnyr uesnesoil yposenb Al
<130/<80 mm pr. ct. XCH 1. @K 1. Ilepebpanbras

AyTOCOMHO-IOMIHAHTHAS apTEPUONATHS € TIOIKOPKOBDI-
mu undapkTamu n neiikosnrnedanomatnein (CADASIL

CHHIIPOM).
B cranmonape mposoammachk HelipoMeraGormaeckast,
AHTHOKCHJIAHTHAS, TUIOIMINAEMIYCCKAs, AHTHATPE-

TaHTHAST TEPAMISI C TOJOKNUTETBHON AMHAMIKON B BUIE
YMEHDITIEHNST BBIPAKEHHOCTH aTaKTHIECKOTO CUHIPOMA,
BbIpaskennoctu remumnapesa (co 2 g0 1 crenenu), coxpa-
HSIOTCST YMEPEHHbIE MCeBI00YTbOAPHbIE HAPYTIIEHIIS.

[TanmeHTKa BBIMICAHA U3 CTAIIOHAPA B YIOBJIETBO-
PUTETHHOM COCTOSTHUM, C CYTIECTBEHHON MOTOKUTETH-
HON [MHAMMKON, ¢ PEKOMEH/AIUSAMU TIPOJOJIKUTD pe-
aGmmirannio Ha aMOyJaTOPHOM 3Tare, o Habo/Ie-
HIIEM HEBPOJIOTA TI0 MECTY KUTETbCTBA.

IIIPM 4 6, mkana Poukuna 2 6.

3AKJTIOYEHUE

YuurbiBag narornoMonuunylo kapruny MPT ro-
JIOBHOTO MO3Ta, JaHHbIe aHAMHe3a 3a60JIeBaHNA 1 J1aH-
Hble TeHEeTUYEeCKUX HMCCJAeJOBAHNN, MAI[IeHTKE BLICTaB-
gen gmarao3 CADASIL.

B macrosmiee BpeMs BO3MOKHO JIMIITb CHMIITOMATH-
geckoe Jedenne CADASIL curzipoma, a TakXe BTOPIY-
Hasg MPOPUIAKTHKA UIIEMITYECKIIX NHCYIbTOB, BKJIIOYA-
1omas B ce6s aHTUTHIEPTEH3NBHYI0, THMOJNIIIeMUIIe-
CKYIO W aHTHATPETaHTHYIO TePaIHio.

CoeBpemennas auarnoctuka n gedenne CADASIL
CHH/IPOMA TIOJIOKUTEIbHO BANSET Ha TIPOTHO3 JTaJbHel-
IeT0 Te9eHNs 3a60JIeBaHNS.

Nudopmanus o punancupoannu u KoHpImKTe
HHTEPECOB
UccaenoBanne He UMesO CIIOHCOPCKON MOIEPIKKN.
ABTODBI IEKTAPUPYIOT OTCYTCTBUE SBHBIX U TOTEH-
UATBHBIX KOH(MINKTOB WHTEPECOB, CBI3AHHBIX C IMY-
OJIIKaLMell HACTOSIIEH CTaThH.

PucyHok

MPT ronosHoro mosra
Figure

MRI of the brain
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