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ol KJMHIYHOI'O BUITAZIKY
I'EHETUYHO JETEPMIHOBAHHUX ITOPYILIEHD
MO3KOBOI'O KPOBOOBIT'Y

Pe3zrome. YV yiti cmammi na npukaadi pos2nsioy KAIHIYHO20 BURAOKY MU XOYeMO 38ePHYMU Y8A2Y HA 2eHemut-
HO 0emepMIiHO8AaHT NPUYUHU 2OCIPUX PO31A0I8 MO3K08020 Kp080obicy. OOHieo 3 npuyun popmyeanHs nioguuyeHoi
CXUNLHOCME 00 CHOHMAHHO20 MPOMOOYMEOPEHHS (Mpomboinii) i mpomOoemOONTUHUX YCKIAOHEHb € 2eHEeMUYHULL
nonimopizm. Came 6iH 00YMOBNIOE PIZHOMAHIMHICMb BAKMOPIE cucmeMu 2eMocmasy, peyenmopie mpomooyu-
mie ma gepmenmis 0OMiHy peuoBuH, 30AMHUX BRAUBAMU HA NPOYECU 2eMOKOA2YIAYil, PIOPUHONI3ZY i CMmaHy cyOuH.
Knrwuosi crosa: cocmpuii po3nad mo3koeo2o kposoobdiey, Cadasil, Carasil.

AKTyajbHicTb. lOCTpi po3magu MO3KOBO-
ro KpOBOOOITY € JPYIOi0 32 YaCTOTOI0 MPUYUHOIO
CMEpPTi Ta MPOBITHOI MPUYMHOIO 1HBATIAU3AII] B
ychoMy cBiTi. He3Bakarouu Ha Te, 10 PiBEHB IVI0-
0abHOT CMEPTHOCTI BiJ IMIEMIYHOTO Ta remopa-
rigaoro iHncynsry y 1990-2019 pokax 3MeHIIuBCH,
abCoNIOTHA KIUIBKICTh XBOPUX, SIKI TIEPEHECTH 1H-
CYJIBT, @ TaKOX MOMEPJIM BiJ HHOTO YU BTPATHIIH
npare3naTHicTh, — 3pocia. Haitbinpm nommpenmii
IHCYJIBT y KpaiHax 13 cepelHiM Ta HU3bKUM PIiBHS-
MU JOXOJTY.

Pusuk iHCYNBTY 3pOCTae €KCIIOHEHINATBHO 3
30-piuHoro BiKy. Bik € omHMM i3 HaiOLIBII 3HA-
qymux (GaxkTopiB pU3MKy iHCYnbTy. biamspko 95%
IHCYJIBTIB TPAIUISIOTHCS Y JIEONCH BikOM 45 pOKiB
1 cTapiie, a Bl TPETHHH — B 0Ci0 crapiie 65 po-
kiB. YomoBiku Ha 25% dacTimie CTpaKIarTh Bif
1HCYJIBTIB, HIXK JKiHKH, TipoTe 60% cMepTeii Bif iH-
CYJIBTY TPAIUISIOTHCA came Yy KiHOK. Jleski dakro-
pPY pU3UKY IHCYNBTY CTOCYIOTHCSI BHKIIIOYHO Ki-
HOK:

BariTHICTb,

MIOJIOTH;

MEHOIIay3a.

Moaudikanii (Kopekilii) MiagarThCs Maibke
90% ¢akTopiB pU3UKY IHCYJIBTY, @ CAME:

aprepiajibHa TilepTeH3is;

OXXHPIHHS;

rinepriikemis;

rinepimiaemis;

MOPYIICHHS (QYHKIIIT HUPOK;

MOPYIICHHS CEPIIEBOTO PUTMY.

o daxropis, sixi OB’ sA3aHi 31 CTOCOOOM KHUT-
TS Ta LIKIAJTUBUMH 3BUYKAMH, MOXKHA BIJHECTH
TaKi:

KypiHHS;

TinoanHaMIs;

HE3/I0pOBE XapuyBaHHS;

CTpecH Ta JIeTIpecisl.

Kniniunuii eunaoox. Ilamientka M., 51 pik,
3BEpHYyJIacs 3a JJOTIOMOT'0I0 10 IHCYJIBTHOTO LIEHTPY
KJI «®eodanis» 3 mpuBOLy IMiI03pH HA TIOBTOPHE
rocTpe NOpyLIeHHsS. MO3KOBOro KpoBooOiry. Ckap-
XKHUJIacsl Ha CWJIBHUM TOJIOBHMM O11b, CIAOKICTh y
JBUX KIHIIBKax, 3amamopodeHHs. Lli ckapru Bu-
HUKJIM panToBO, Ha ()OHI IMiIBUIIICHOTO apTepialib-
Horo Tucky (180/100 MM pT. CT.) micast ICUXOEMO-
IIHHOTO TIEPEBAHTAKCHHS.

3 aHaMHe3y CTaJI0 BiJOMO, IO TepIIe MOopy-
IIEHHS MO3KOBOT'O KPOBOOOITY Yy XBOPOi BUHUKIIO
2,5 poky Tomy. Maru Ta piHa cecTpa marieHTKH
moMepiii B MoJiofioMy Bitli (1o 60 pokiB) Bif mo-
PYLIEHbP MO3KOBOTO KPOBOOOIry abo yCKIIaIHEHb,
cpUYMHEeHHX HuUM. Binomo, mo pigHa cecrpa na-
IIEHTKH JIBiYi MTepeHecIa ileMiqHuN iHCyabT. Ma-
Tip MAalieHTKH MOMEpJa BiJ PO37aay MO3KOBOTO
KpPOBOOOIry, aje KUl came THUIl MOPYIIeHHS CTaB
MPUYUHOIO CMEPTI, HE B1AOMO.

TpuBano xBopie Ha apTepiajibHy TilepTEH310
(6mm3bKO 15 pokiB). AHTHTINEPTEH3WBHI TIperapa-
TH IpUAMAE emi30uYHO, JIUIIE TPU 3HAYHOMY ITiJI-
BUIICHHI apTePialbHOTO TUCKY.

Ha MoMeHT omsiy cTaH Maii€eHTKU PO3LiHIO-
BaBCS SIK CEPEHBOTO CTYHeHs TSHKKOCTI. [IpuTom-
Ha, KOHTaKTHa, acTeHi30BaHa. Bin3Hayamucs ene-
MEHTH CEHCOMOTOpPHOI a(a3ii Ta Jerkuit aiBooiy-
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HUU Temimape3. [eMoauHaMmiuHI TTOKa3HHKH Ta
JMXaHHS OyJid HE TIOPYIIICHI.

ITpu mposenenni MPT BuzHauanocs rimoexo-
TeHHe BOTHUINE po3MipoM 40 x 28 x 16 mm y ni-
JISTHITI TEPMIHAJILHUX TiJIOK MPaBoi cepeaHbOMO3-
KOBOi aprepii (cyOkopTukanbHO). Binznauammcs
BOTHHUILE MEPEHECEHOI0 MOPYIIEHHS MO3KOBOIO
KpOBOOOIry B IIJISHII MPaBoi CepeAHbOMO3KOBOT
aprepii Ta Jieikoapeo3 y IIISHII O1YHUX IITYHOY-
KiB 3 000X OOKiB.

HasBHICTP TOBTOPHHX IMIEMIYHHUX IHCYIBTIB
y MOJIOZIOMY Billi JajH HiACTaBY JUIsl IPOBEICHHS
nudepeHniiHol A1arHOCTUKHY 3 aHTU(OCOTImi -
HuM cuazipoMoM (ADC). Ase B KIIHIYHIN KapTHHI
y MalieHTKU He OyJI0 CUCTEMHHUX MpPOsBIB, Xapak-
tepaux a1 ADC (cuctemui TpomO03u aprepiit i
BEH, 3MiHU 3 OOKYy KpOBi, HEBUHOIIYBaHHS BariT-
HocTi Tomo). Kpim toro, BiacytHicth ADC mif-
TBEPJUKYIOTH JIaHi JIA0OPaTOPHOI JIarHOCTHKH (He-
raTUBHI peBMOIpoOH, BiAcyTHICTh aHTUTLI IgG Ta
IgM no docdomnimiiB Ta aHTUHYKIEAPHUX AHTH-
TiJ).

BpaxoByroun momnepenHi nani, Oyno Bupilie-
HO MPOBECTH 3a01p KPOBI 715 MPOBEACHHS MOJIiMe-
Pa3HOI JIaHLIOTOBOT PEAKIIil 3 METOI0 BUKJIFOUEHHS
Cadasil. BusiBneHo myTailiro B ek3oreHax 2—6 1 11
rena NOTCH3.

VY pesynbrati KIiHIKO-Ta00opaTopHUX, 1HCTPY-
MEHTAJIBHUX Ta (DI3MKAJIBHUX IOCIIKEHb BCTa-
HoBieHo miarHo3: LIBX. Cadasil. TloBropHe TO-
CTpe TMOPYIICHHS MO3KOBOTO KPOBOOOITY 3a ire-
MIYHUM TUNOM (arepoTpOMOOTHYHUHN MiATUN) Yy
OaceiiHi MpaBoi CEpeIHLOMO3KOBOI apTepii 3 JIiBO-
6iynnM reminapezom. I'X III ct. HAC.

Cadasil. 1lepeOpanbHa aBTOCOMHO-IOMIHAHT-
Ha apTepionaris 3 MiAKIPKOBUMHU iH(papKTaMH Ta
nelikoeHIeanonarieo, Ky 3a3BHUail HA3UBAIOThH
Cadasil, — cnankoBuil CTaH, 110 BUKJIIMKA€E TOCTP1
po3nagy KpoBOOOiry, 30KpeMa IepedpaibHOro.
HaitimoBipnime Cadasil — piakicHa maToioris, of-
HAaK i1 TOYHA NOLIUPEHICTh Y MOMYJIALIT HEe BioMa.

Cadasil Buxnukae mytaris rera NOTCHS3.
I'en NOTCH3 inaykye penentop Notch3, skwit
BKJIMBHN JIJIsI HOPMAJIBHOTO (YHKIIIOHYBAaHHS Ta
PO3BHUTKY IJIaKOM S30BUX KJIITHH CyIWHHOI CTiH-
ku. Myranii rera NOTCH3 npusBonsarts 10 BUpo-
OneHHs aHoManbHOro Ounka perenropa Notch3.
[opymenns ¢ynkuionyBanus Notch3 Bukiu-
Ka€ arorTo3 MIagkoM s30BUX KJiTuH. llei cran

YCHaKOBYETHCS 32 aBTOCOMHO-/IOMIHAHTHUM TH-
noM. Y OUTBIIOCTI BUMAAKIB MyTallisl yCHaJKOBY-
€ThCS BiJl OTHOTO 3 0aThKIB, SKUH HAMYACTIIIIE TEXK
Ma€ TaKy MaroJyiorito. Y piJIKiICHUX BUIIAJKax CHUH-
JIpOM MO>ke OyTH HACJIJKOM HOBUX MYTallild TeHa
NOTCH3.

s maTomoris BIUIMBAE Ha KPOBOOOIT y MiKpO-
UPKYJIATOPHOMY PYCITi, 0COOIHMBO TIepeOpaTbHUX
cynuHax. KmituHu Tankoi MycKynatypu CyIauH
aQHOMAJIPHO 1 TMPOTPECHBHO THUHYTh. BHacmigok
VIIKOJKEHHSI KDOBOHOCHHUX CYIUH (apTepiomnaris)
TOJIOBHOTO MO3KY Y MAIiEHTIB MOXYTh BUHHKATH
MIrpeHi (HaiuacTimie 13 30pOBUMH TaJFOLMHALIS-
MU a00 aypor0) UM MEePioUIHI CYTOMH.

Cadasil He 3aBXIN aCOIUIOETBCA 3 TAKUMHU
(dakTopamMu pU3NKY 1HCYIBTY Ta iH(MAPKTY, SK BH-
COKHMH apTepialbHUN THCK 1 BUCOKHI PiBEHBb XO-
JIECTEPUHY.

VY xBopux 13 Cadasil nopyueHHsI MO3KOBO-
ro KpOBOOOIry MOe BUHHUKATH B Oyb-SIKOMY BILl,
ae, sIK IpaBuIIo, 1€ Bi1OyBaeThes y Biti 40—45 po-
kiB. ITamientu 3 Cadasil 4yacTto MarOTh OLIbIIE OJ-
HOTO BHITQJIKy MOPYIIEHHS MO3KOBOTO KPOBOOOIry
32 KUTTS. [HCYIIBTH, SIKi TPAIUISIFOTHCS B ITiIKIPKOBIH
TIUISTHIT, 9aCTO CIPUYMHSIOTH MPOTPECUBHY BTPaTy
IHTEJIeKTY (IEMEHIIi10) Ta 3MiHH OCOOMCTOCTI.

CepenHiil BIK BUHUKHEHHS IEpIIOTO iHCYIbTY
y narienTiB 3 Cadasil — 6musbko 45 pokis. Tpan-
3UTOPHI IIEMIYHI aTaKu Ta IHCYJIBT MalOTh OJIU3b-
Ko 85% oci6 13 Cadasil. IlporpecuBHe KOTHITUBHE
3HWKEHHS 3 JEMEHIIIE€I0 PO3BUBAETHCS MPHOIN3ZHO
y 75% oci0, Mo CTpakJaroTh Ha IO MATOJOTIIO.
[cuxiuni mpoOieMu, Taki K MOPYIICHHS HACTPOIO
(amaTis Ta nenpecis), MPOSIBISIOTHCS TPUOIIM3HO Y
30% namuienTiB. CynoMu 3 eNiJIeNCi€l0 TParIsoTh-
csay 10% ypaxenux ocif i 3a3BU4ail BAHUKAIOTH y
CepeHBOMY BIIII.

Cumntomu Cadasil TporpecyroTh MOBIJIBHO.
J1o 65 pokiB OUIBLIICTh NAIIEHTIB MAIOTh CEPHO3HI
KOTHITUBHI Tpo0OieMH Ta AeMeHIi0. JlesKi 3 HuX
CTaIOTh TIOBHICTIO 3QJICKHUMH BiJI CTOPOHHBOI J10-
noMoru. TpuBamicte XuTTs y Jroneit i3 Cadasil
CKOpPOYYEThCS, TOJIOBHUM UYWHOM, 4Yepe3 ceplie-
BO-CYJMHHI Ta JIETEHEB1 YCKIIaHCHHS.

Ha cboromgni He icHye e(EeKTHBHOI CXeMH Jii-
kyBaHHs Cadasil. TlpoTunokazane npU3HAYCHHS
AHTUTPOMOOLIUTAPHUX TpEenapariB 4epe3 pPU3UK
kpoBotedi. XBopi 3 Cadasil, 3a MOXXJIHUBOCTI, Ma-
I0Th YHUKATH TPOBEICHHS aHriorpadii, aHTHUKOa-
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TYJISSHTHOI Ta TPOMOOJITHYHOI Teparlii, OCKUTbKH
BOHM 30UTBIIYIOTh PU3HMK 1HCYJBTIB Ta/abo remo-
pariyHux yCKJIaJHEHb.

[Tamientn 3 Cadasil Biy MOMEHTY BCTaHOBJICH-
HS1 TIarHO3y MalOTh IOPIYHO MPOXOIUTH OIS He-
BpOJIOTOM Ta CyMDKHUMH (paxiBLsMHU (KapioJior,
oransmoror). 3a moTpedu MPOBOTUTHCS HEHPO-
Bi3yasi3allisi, mnpuuomMy nepepara Hagaetbcs MPT.

Carasil. llepeOpanbHa aBTOCOMHO-PEIECHB-
Ha aprepionaris 3 iHpapKTaMu MiAKIPKOBOi 3aJ10-
31 Ta JelikoeHiedanonarieto, abo Carasil, € pin-
KiCHUM CITIaJIKOBHM CTaHOM. BoHa Oyna BUsIBIIEHa
npubmm3Ho y 50-TH 0ci0, Hacamriepen y SmoHii Ta
Kurai.

Lle#t cTaH ycmagKoBYEThCS 32 aBTOCOMHO-pe-
[IECUBHUM THIIOM. ABTOCOMHE PEIIECUBHE YCIal-
KyBaHHS O3Ha4ae, Mo OOM/IBI KOIIii reHa B KOXKHIM
KJIITHHI MaloTh MyTallii. barbku XxBoporo, sk mpa-
BUJIO, HE BUSBIIAIOTH O3HAK TA CUMIITOMIB IIHOTO
CTaHy.

Carasil BUKIMKaeTbCA  MyTaIlisIMH  TeHa
HTRAI. Opnniero 3 HaWBaXIMBIMUX (YHKIINA
HTRAI € perymoBanHs1 (hyHKIIIT OUTKIB y CiMeH-
cTBi TpaHchopmyrounx ¢akTopiB pocty — Oera
(TGF-B). TGF-p Bimirpae BaxxauBy posb y popmy-
BaHH1 HOBHX CYJIUH (QHTiOT€HE3).

VY moneii i3 Carasil mytamii rena HTRA1 ne-
PEUIKOKAIOTh €(EeKTUBHOMY (DYyHKI[IOHYBaHHIO
TGF-B. JlochimHUKH MMiI03PIO0Th, M0 aHOMaJlhb-
Huii TGF-B 3MmiHI0E€ CTPYKTYpY ApiOHHUX CYIHH,
0co0MMBO B TONOBHOMY MO3Ky. Lli mopymeHHs
KPOBOHOCHHX CYIHH (apTepionarisi) 3Ha4HO IiBU-
IIYIOTh PU3UK THCYIBTY 1 MPU3BOAATH JI0 3arubeni
HEUpOHIB y 0ararbox AiUTSHKaX MO3Ky. [lopymien-
Hs ynkuii TGF-B Takox Moxke Jie)kaTtd B OCHO-
Bl BUMAiHHS BOJIOCCS Ta JIIOMOAMTIH, sIKi CIIoCTe-
piratotbes y moaei i3 Carasil, Xoda 3B’ 30K MiXK
nopyumeHHsM perysiii TGF-fB ta uumu o3Hakamu
MEHII YiTKUH.

CnHcoK BUKOPHCTAHHX JIZKepeJt

[epmri nposiBu 3aXBOPIOBAaHHS BHUHHUKAIOTH y
mosogomy Biri (20-30 pokiB). Hepinko m’si30Ba
CKYTICTh (CITACTUYHICTD) Y HOTAX 1 MPOOJIEMH 3 XO-
noto € nepmmmu o3Hakamu Carasil. JIo 50% mna-
IIIEHTIB TEPEHOCATh TOCTPE IMOPYLICHHS MO3KO-
BOTO KpOBOOOIry B MojiojjoMy Bimi (10 40 pokiB).
V Mmipy nporpecyBaHHsI 3aXBOPIOBaHHS Y OLIbIIO-
CT1 JronieH, ki crpaxaaoTs Ha Carasil, po3BuBa-
€TbCS IEMEHLIs, IKa BeJe A0 3MIHM O0COOUCTOCTI
Ta BTPATH MaM’SITl.

[nmn xapakrepHi ocobnuBocti Carasil BKITO-
YaroTh NepeaYacHe BUMAiHHS BOJIOCCS (aI0mneris)
Ta JIroMOairiro. BumagiHuag BOJIOCCS YacTO IIOYH-
HA€ETHCS B IMIUTITKOBOMY Billl i 0OMEKYy€eThCs IIKi-
poto roioBU. binb y cnuHi, KUl pO3BUBAETHCS B
PaHHBOMY Ta CEPEIHBOMY Billi, € HACIIJIKOM ypa-
YKEHHSI MDDKXPEOIIeBHX JHCKIB.

Oznaku Ta cumnromu Carasil TporpecyroTh
HOBUIBHO. [IpOTArOM KiJIBKOX POKIB IiCIIs MOYAT-
Ky 3aXBOPIOBaHHS MAIli€HTH OTPeOyIOTh CTOPOH-
HBOI JOTIOMOTH B yCiX cdepax IOASHHOTO KUTTS,
1Ie yepe3 KiJibka POKiB BOHU CTAlOTh MOBHICTIO HE
37IaTHUMHU TIKITyBaTHCs 1po cebe. Binpmiicts mo-
CTpKIAINX JIFONIEH MMOMHPAIOTH MPOTATOM JECs-
THJTITTSI TTICJISA TIOSIBH BIEPIIIE O3HAK Ta CUMIITOMIB,
MaJio XTO BIKHUBAE MPoTsrom 20—30 pokiB.

BucHoBok. ['eHeTHYHO AEeTEpMiIHOBaHI MOPY-
MICHHS € MPUYWHOI0 HE3HAYHOI KIJIbKOCTI BHITAI-
KiB TOCTPHUX pO3J1aJ1iB MO3KOBOTO KpoB00Oiry. [Tpo-
T€ 3B)KAI0YM HA MOJIOJIMI BIK MAIIEHTIB Ta 3a3BU-
Yaif IPOTHOCTUYHO HECTIPUATIUBUI 1epeOdir, BOHH
HECYTh BEJIMKE €KOHOMIYHE Ta COlliajbHEe HaBaH-
TaXCHHS. YCi MAIliEHTH, SKi Y MOJIOJIOMY BiIIi Tie-
PEHECIIM TPAH3UTOPHI 1IEMiYHI aTaku a00 BHITAI-
KU TOCTPHX MOPYIIEHb MO3KOBOTO KPOBOOOIry, 1mo-
TpeOyroTh audepenuiiinoi giarnoctuku 3 ADC Ta,
3a MOTpeOU, TEHETUYHOTO THUITYBaHHS 3 000B’A3KO0-
BOIO KOHCYJIBTAIIEI0 HEBPOJIOTA.
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OB30P KIIMHUYECKUX CJIYYAEB
TEHETUYECKU JETEPMUHNUPOBAHHOI'O HAPYIIEHUA
MO3I'OBOI'O KPOBOOBPAIIEHU A

LIL. Maceunuk, T.I. Cramesa, B.M. Open, U.b. Ilaceunuk, B.B. Craciok

Peztome. B oannoti cmamve na npumepe paccCMOMpeHusi KIUHUYECKO20 CAy4ds Mbl XOMUM 0Opamume 6Hu-
Manue Ha 2eHemu4ecKu 0emepMUHUPOBaHHble NPUYUHLL OCPLIX HAPYUIEHUL M03208020 Kposoobpaujenus. O0Hotl
U3 NPUYUH OPMUPOBAHUS NOBLIUEHHOU CKIIOHHOCMU K CHOHMAHHOMY Mpomboobpazosanuto (mpomboguiuu) u
MpPOMOOIMOOTUUECKUX OCNONCHEHUL ABTIAeMCA 2eHemudecKull nonumopgusm. HUmenno on obycrosnusaem pasmo-
0bpasue hakmopos cucmemvl 2eMOCmMasd, peyenmopos mpomooyumos u hepmennmos oomena eewecms, cnocoo-
HbIX 6IUAMb HA NPOYECCH 2eMOKOA2YIAYUY, PUOPUHOIUIA U COCIMOANUS COCYOO8.

Knrwueewie cnoea: ocmpoe paccmporicmeo mo32068020 kposoobpawjenus, Cadasil, Carasil.

REVIEW OF THE MEDICAL CASE GENETICALLY DETERMINED
CEREBRAL CIRCULATION DISORDERS

G. Pasichnyk, T. Slascheva, V. Orel, I. Pasichnyk, V. Stasyuk

Summary. In the present article by way of example of the medical case we want to draw attention to the
genetically determined reasons of acute cerebrovascular accidents. One of the reasons for the forming of an increased
tendency for spontaneous thrombosis (thrombophilia) and thromboembolic complications is genetic polymorphism.
1t is it that determines the variety of system factors of the hemostasis system, blood disk receptors and biocatalyst of
metabolism that can influence the processes of clotting, fibrinolysis and the state of vessels.
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