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KMIHIYHUA BUNAZLOK FOCTPOr0
ILLIEMIYHOIO [HCYJIbTY HA THI
BTOPUHHOI0 AHTU®OCPONINIAHOIO
CUHOPOMY: NMUTAHHA
NUDEPEHLINHOI AIATHOCTUKK
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"KniBcbKuii HavLioHanbHui yHIBEpCHTET iMeHi Tapaca LlleByeHka
2Kniscbka micbka KiiHidHa nikapHsa Ne 3
SKuiBCbka MiCbKa JIIKaPHA LIBUZKOI JOMOMOrv

Pestome. AuTudpocconinigHuii cungpom (A®C) — cUMNTOMOKOMMNAEKC, AKUIA XapakTepu-
3Y€TbCA apTepiaibHUMI Ta BEHO3HUMU TPOMB03amMK PisHOMAHITHOI loKanisallii, naTonorieto
BAriTHOCTI, TPOMOBOLMTONEHIELD, HAABHICTIO B KPOBI aHTUTIN [0 dhocdponinizis, sKi HAABHI Ha
Mem6paHax TpoM6OLMTIB, KNITUHAX EHOOTENI0 Ta B HEPBOBIN TKaHWHI. Y KniHiYHOMY cnocTe-
PEeXXEeHHi 0nncaHo XBOpY MONOAOrO BiKy, fka 6yna rocnitaniaoBaHa 3 rocTpUM iLleMiYHUM
iHCYNIbTOM He3’sICOBaHOI eTioNOrii, ane nicnsg nornubneHoi AiarHocTUKN 6yB BCTAHOBEHUI
iLLIeMiYHWIA IHCYNBT Ha T/Ti CUCTEMHOI0 YePBOHOI0 BOBYAKaA 3 aHTUOCAONiNiAHUM CUHAPOMOM.
Y cTartTi npuaineHo ysary gudepeHuiliHii giarHocTuui aHTudocdoninigHoro cuHapomy, a
TaK0XX 3aXBOPIOBAHHAM, AKi MatOTb Nnepe6ir i3 no4i6HO HEBPONOTiYHOK CUMNTOMATUKOLO.

KntovoBi cnosa: aHTudoconinigHnin CUHAPOM, iLLIEMIYHUIA iHCYNbT, aHTUTINA A0 hocdo-
ninigis.
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Abstract. Antiphospholipid syndrome (APS) is a symptom complex characterized by arterial © 0.A. Manosuyska, C.P. lenewo,
and venous thrombosis of various localization, pregnancy pathology, thrombocytopenia, T.B. bepHaubka, 5.5. He6op
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antibodies to phospholipids, which are present in blood and are found on platelet membranes,
endothelial cells and in nervous tissue. In the clinical observation, we described a patient who
was hospitalized at a young age with an acute ischemic stroke of unknown etiology. But after
in-depth diagnostics, ischemic stroke associated with systemic lupus erythematosus with
antiphospholipid syndrome, was diagnosed. The article focuses on the differential diagnostics
of antiphospholipid syndrome as well as diseases with similar neurological symptoms.

Keywords: antiphospholipid syndrome, ischemic stroke, antispholipidantibody.

Bctyn

AHTuocdoninighnint cungpom (A®GC) — ue
KNiHik0-NabopaTopHWii CUMNTOMOKOMNIIEKC, B OC-
HOBI IKOT0 NEXXUTb PO3BUTOK aBTOIMYHHOI peakLii
i M0siBA @HTMTIN 4O NOLIMPEHUX poconinigHnx
QIeTEPMiHaHTIB, LLIO HasABHi HA MeMOpaHax TPOM60-
LMTIB, KNITUHAX EHA0TENIt0 Ta B HEPBOBIN TKAHUHI.
AHTUChOCCHONINIAHMA CUHLPOM BiHOCUTLCA [0
yucna HamobiNbLL aKTyanbHUX MyNbTUAUCLMNIIHAP-
HUX NPO6NeM Cy4acHOi MeJuLMHN | PO3rNAnaeTbCA
K YHiKanbHa MOJenb aBTOIMYHHOI TPOMOOTUYHOT
Backynonartii. 3a cy4acHUMM YSBIEHHAMM, OCHOBY
A®C cTaHOBUTb CBOEPIAHA BACKYNONaTis, 3yMOB-
NeHa He3ananbHUM T2 TPOMBOTUYHUM YPKEHHAM
CYAMWH, WO 3aKiHYYyeTbCA iX OKNi03ieto [1-4].

AHTndbocdoninigHUin CUHAPOM MOXe BYTW:
NepBUHHUM (ifioNaTU4HUM), HE NMOB’A3aHUM i3
0yfb-KOK NMONepeaHbOK NaTonorieto, Ta BTO-
PUHHUM, LLLO PO3BMBAETLCA HA T/ aBTOIMYHHUX
3axBOPIOBaHb (HaNYaCTiLLe CUCTEMHMIA YePBOHUIA
BOBYaK), 3N0AKICHUX NYyXNUH, iHPeKUinHNUX 3a-
XBOPIOBaHb [2, 5].

Hanvactilummu i HaxapakTepHilmMMu nposisa-
M ADC € BeHO3HI i/a60 apTepianbHi TPOM6G03N
Ta akylepcbka natonoris. TpomM6031 3yMOBEHI
B32EMOZiE0 aHTM(OCHONINIZHUX aHTUTIN 3 eH-
DOTeNianbHUMKN KNITUHAMMN | SHMKEHHAM aHTK-
TPOMOOTUYHOI aKTUBHOCTI eHAOTENItO, NPOAYKLT
MPOCTALMKIIIHY Ta NiABULLEHHAM arperawii Tpom-
OOLNTIB, 3HWKEHHAM aKTUBHOCTI LIMPKYHOKYUX
AHTUKOArynsHTHUX DaKToPiB (aHTUTPOMOIHY I,
6inka G i S, 6eta2-Im1 Towo) [5, 6].

Mpn A®C MOXYTb BpaxaTuUCb CYAUHU
0yab-aKOro kaniépy i nokanisawii — Big kaninapis
[0 BEJINKNX BEHO3HUX | apTepianbHUX CTOBOYPIB.
OTXe, CNEKTP KNiHIYHUX NPOSABIB HaL3BWYaN-
HO PIBHOMAHITHWIA | 3anNeXnTb Bijf nokanisauii
TPOM603y. OCHOBHUMU KNTIHIYHUMM NPOSBAMN
ADC €: Tpom603KM apTepin Api6HOro Ta cepea-
HbOro Kanibpy (MO3KOBMX, KOPOHAPHMX, OYHUX,
NereHeBmx, Me3eHTepianbHUX, nepudepuyHnx

LUKipHUX), TPOMGO3U BEH (FINBOKUX BEH rOMINKu,
MeYiHKK, CITKiBKK, LepebpanbHuX, HagHUPKOBHKX),
aKyliepcbka nartonoris (peyuuausytodi, Hes3’ s-
COBaHOI eTionorii a6opTu BHACNifOK TPOMOO3Y
apTepii nnauexTn). Mig yac AOC giarHocTyOThCA
reMartonoriyHi yCKnagHeHHs (TPOMOOLUTONEHIS,
reMoniTUYHa aHeMis, NCeBAONO3UTMBHA peakLis
Baccepmana), WKipHi nposBm (cit4acTte nisego,
BUPA3KW B AiNAHLUI FOMINOK), ypaXeHHs cepus
(iHchapkT mMiokappa, BHYTPILIHbOCEPLIEBUIA TPOM-
603). fonoBHoto ocobnueicTio ADOC € BUCOKa
AHTIOTPOMHICTb | TPOMOOreHHICTb. Y Ae610Ti Lboro
CUHAPOMY YacTille AOMiIHYIOTb Lepe6poBacKynspHi
YPAXKEHHA — Bifl SHWKEHHSA Nam’ATi, NOCTIAHOI0
rOJIOBHOrO 600, MirpeHi, MUHYLLUX NOPYLUEHb
MO3KOBOro KpoB0O6iry Ta 30py 0 TpoM603iB
CYZIMH MO3KY, CUHYCiB, TPDOMOOTUYHUX iHCYNbTIB,
eninencii [7-9].

Hainbinbl xapakTepHUM HEBPOSIOriYHUM
nposisom ADC € rocTpe nNopyLIeHHS MO3KOBO-
ro KpoBoo6iry B 0Ci6 MOMOZOro BiKy, L0 Mae
nepeoir ilwemiyHoro iHcynety (Il) (HainvacTiwe
TPOMOBOTUYHOrO, PiIAKO — reMOoAMHaMI4HOro
a6o kapgioeméoniyHoro nigtuny). Il 8 pasi AOC
CMOCTepiraeTbCsl B OCHOBHOMY B XKiHOK, CXWJlb-
HUA 00 peunanByBaHHSA, HOMY 4acTo NepeayroTh
TPAH3MTOPHI iLeMidHi ataku. [leski nopyweHHs
MO3KOBOr0 KPOBOOGIry nepediraloTb aCMMNTOMHO
i € BUNAKOBOK 3HAXiAKOW Npu BUKOHAHHI MPT
ronosHoro mo3sky [9, 10].

OudbepeHuiansHa giarHoctuka AOC nposo-
OUTLCS i3 HU3KO0 3aXBOPIOBAHb, AKi NepeodiralTb
i3 CyMHHUMM nopyLieHHAMK. Cnig nam’aTaTty, Wwo
npu A®C cnocTepiraeTeCa AyXe BENNKa Kinb-
KiCTb KMiHIYHWUX NPOSBIB, SKi MOXYTb iMiTyBaTW
Pi3Hi 3aXBOPIOBAHHSA: IH(DEKLINHNIA eHA0KAPLMT,
NYXNUHW Cepus, PO3CiSHWIA CKNepos, renatur,
HedpuT ToWwo. ADC y HU3Li BUNAAKIB NOEOHYETb-
S i3 CUCTEMHUMM BacKyniTaMmu. BBaxatoTb, LU0
A®C noBuHeH 6yTU 3aMif03PeHNI NpU PO3BUTKY
TPOMBOTUYHUX NOPYLLEHb (0COBTIMBO MHOXUHHUNX,
peLmnanBYyo4KX, i3 HE3BUYAHO N0Kanisalieto),



TPOMOOLNTONEHIT, aKyLLepCbKOi NaTonorii B 0Ci6
MOMNOAOr0 i CepeHbOro BiKy 3a BifilCYyTHOCTI hak-
TOPiB PU3UKY BUHUKHEHHS LMX NATONOTIYHNX
cTaHiB. Moro cnig BUKNIOYaTU NpU HE3PO3YMi-
nomy TpomM603i B HOBOHAPOKEHMX, Y BUNAJKaX
HEKPO3Y LUKipK Ha TNi NiKyBaHHA HENPAMUMU
AHTWKOArynsHTamm i y XBopux i3 NOAOBXEHHAM
aKTUBALLii YaCTKOBOro TPOMOOMIACTUHOBOrO Yacy
MpW CKPUHIHTOBOMY LOChimKeHHi [2,11].

Mwu HaBoAMMO BnacHe CNOCTEPeXeHHs XBOPOT
45 pokiB, y K0T BNPOJOBX KiIbKOX MiCALiB He
mornu po3nizHat ADC, L0 3peLUTo CAPUYNHIIO
FOCTPWIA iLLIEMIYHWIA IHCYNBT.

XBopa T., 45 pokis, Hafiiwna ao Kniscbkoi
MiCbKOT KNiHi4HOT nikapHi Ne 3, icTopis xBopo6u
Ne 10974, 3i ckapramu Ha BUPaXKeHy 3arasbHy
CNaobKiCTb, NOPYLLEHHS 30pY, PO3NNBAHHA Npef-
METiB, NOPYLUEHHA NUCbMA, YUTAHHA, CNAbKICTb
i HEe3pY4HIiCTb pyXiB y NpaBux KiHuiBKax, 3ana-
MOPOY€EHHS, NOPYLLEHHA KOOpAMHaLi. BcTaHoB-
NeHo AiarHo3: «[ocTpe NOpyLIeHHS MO3KOBOM0
kpoBoobiry (IMIMK) y 6aceitHi nisoi cepefHb0i
MO3KOBOi apTepii».

3 aHaMHe3y 3aXBOPKOBAHHA: Y MaLiEHTKN 3
30-piyHoro Biky Bifi3Hayanucsa nigiomu apTepi-
anbHoro tucky ao 190/110 mm pT. CT.; NEPiOANYHO
3 METO 3HMKeHHA AT npuilmana rinoTeH3uBHi
npenapatu. Ha Tni HOpManbHUX NOKa3HMKIB AT
JeKinbka micsuis Typ6yBanu ronosHi 60i, 3sep-
Tanacs B noJikniHiky 3a MicLemM NpoXuBaHHA [0
HeBponora, ae 6yB BCTAHOBNEHNIA AiarHo3: «Coma-
TOChOPMHa BereTaTuBHa ANCHYHKLis». 3a 3 Mica;
J10 HAAXO0PKEHHS 10 HEBPOMOTiYHOrO BiAAiNeHHA
BUHUKNN CKApru Ha 3aTepnaHHs Npasux KiHLiBOK,
6113bKO 6 pasis, i3 TpMBanicTo NPUGN3HO 15 XB.
3BepTanacs no MeauyHy 4ONOMOry 40 HeBposiora
3a MicLieM NpOXXMBaAHHA. Y pesynbTati NpoBeAeHOro
MPT-gocnifKeHHs roN0BHOr0 MO3KY AiarHOCTO-
BAHO O3HAKW XPOHIYHOT iLLeMii MO3KY.

06’eKTMBHO: CTaH CEPeSHbLOr0 CTYNEHs BaXKO-
CTi, cTabinbHNiA. JTiMdaTuyHi BY3/K He 36inbLUeHi.
[uxaHHs Be3nkynspHe, 41— 18/xB, xpunis Hemae.
lemoguHamika ctabinbHa, AT — 170/110 mm pr.
CT.; TOHM cepus AcHi, putmiyHi. YCC — 75 ya/xs.
XKUBIT M’AKuiA, npn nanbnauii 6e3600iCHUA.
Y minfHUi romMinok no natepanbHii NoBEPXHI
niBef0-BacKyniT Ha 060X HWXHIX KiHLiBKax.
Y HeBpONoriYHOMY cTaTyci: y cBigomocTi. Enemen-
T MOTOPHOT adpasii. EnemMeHTapHi iHCTPYKLii BUKO-
Hye. MeHiHreanbHux 3HaKiB HeMae. OYHi LWinuHN
Ta 3iHNULI S = d CUMETPUYHI. Pyxn 04HUMX 61yK
y noBHOMY 06c¢#3i. Hictarmy Hemae. CnabkicTb
KoHBepreHuii. 06nmn44sa acumeTtpuyHe. Mpasopyy
ONYLLEHWIA KYT poTa, 3rnafxeHa npasa HocoryoHa
cknagka. KoBTaHHs He nopyLueHe. M’a3oBa cuna
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B NiBWUX KiHLiBKax 4ocTaTHA, 5 6anis, y npaBux
KiHuiBkax — 3,0 6ana (rnu6okuii reminapes).
M’130BUIA TOHYC 3HKEHWIA Y NPABUX KiHLiBKAX.
Cyx0XunkoBi pedhnekcn NoXxBasneHi aCUMETPUYHI,
D>S. CumnTtom babiHcbKkoro npasopyy. HyTnusi
NOPYLUEHHS Yy BUrNAAi NpaBo6iyHOI remirinecresii.
@yHKLi0 Ta30BUX OPraHiB KOHTPOIOE.

Pe3ynbTaTv NabopaTopHMX Ta iIHCTPYMEHTanNb-
HUX JOCNIMKEHb:

3aranbHuit aHanis kposi (21.09.2015): Hb —
132 r/n; Ep — 4,5x10%%/n; kon. nok. — 0,91;
neikouutn — 17x10%n; LLOE — 9 mm/roa; n— 5,
c—61,e—1,n—22,m—11; TpOMGOLUTN —
180%10%n. Pe3ynbTatin AOCAIMKEHHS nadopatopii
[Nloktopa Pegrepa (30.09.2015) — aHTuHykne-
apHi AT — nosutusHo. ANA — BUCOKMIi TUTP —
1:160 (Hopma <1:80).

EKI-puTm cuHycoBwmii, npaBunbHuia. Finep-
TpOQhif NiBOro WyHoUKA. [JucmeTabonivyHi 3MiHK
B MioKapai.

JlabopatopHi gocnimxeHHs: bio/imyHoximis: Bi-
pyc renatuty G, aHtutina cymapHi — 0,032. Bipyc
renatuty B — 0,388. ImyHorno6ynin E — 6,93.
AnAT — 22, ramma-rnytamarrpaHcdepasa — 51.
Tutp anTutin go cocconinigis — 4,3 (Hopma —
1,0). AnTuTina IgM — 19. Mienonepokcujasa
(MPQ), aHTuTina lgG<0,2. MpoteiHasa-3 19gG—0,3.
Pesynbrati JOCNILKEHb — aHTUCTPENTONI3NH —
123; cevoa kucnota — 270, KanbLUUTOHIH — <2.
Kanbuiit ioHizoBaHnin — 1,26, peBMaToigHUN pak-
TOp — <10, C-peakTmBHNiA 6inok — 1,2. ABTO@H-
TuTina po puboHykneonpoteidy (RNP) — 4,8 (pedh.
3HayeHHs <1). Jlininorpama — TUPEOTPOMHUIA
ropmoH — 3,94. Tpurniuepungn — 1,09, 0,97,
JIHW, — 2,74, NOHW — 0,29, xonectepuH —
4,0, inpekc — 3,12. bioximia KpoBi — 6inipy-
6iH — 12,1 mkmons/n (np. — 0, Henp. — 12,1).
Koarynorpama — 4ac pekanbuudikauii — 83,
NpOTPOMOIHOBUI iHAEKC — 84%, Di6PUHOTEH —
3,51/n, hibpuHoreH B — Herat. 3aranbHuil aHania
ceyi — Konip »oBTui; nposopa; NMB — 1012;
peakuis kucna; nenk. — 2-3 8 n. 3., ep. — 0-1
y n. 3. Peakuia BaccepmaHa HeratusHa. Tect Ha
BIJT — AT no BIJ1 He BMSIBNEHO.

lMpoBejeHa Heliposiayanisauis: Ha MPT ronos-
HOro mMo3ky. Ha cepii MP-Tomorpam rosioBHOro
MO3KY B NpaBiii NOTUAUYHO-CKPOHEBIN AiNsHLI
Mo Kopi Ta Cy6KOPTUKaNbHO BU3HA4YaETbCA 663
YiTKUX KOHTYPIB AiNfiHKa 3aranbHUMM YMOBHUMN
po3mipamu 4,0x3,5%2,4 cM, rinepiHTEHCUBHOIO
Ha T2WI Ta T2 blade dark-fi MP-curnany, wo Ha
cepii DWI neMoHCTpye pi3Ko rinepiHTeHCUBHUIA
MP-curHan, skuii cifunTb NP0 06MEXeHHs andyy-
3ii. AHanoriyHi 3a MP-xapaktepucTukamm ginsHku
ymoBHUMU giameTtpamu 0,5-1,3 cM Bi3yanisytoTbes
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Cy6KOPTMKANbHO Ta MO KOPi NiBOi N06HO-TiM’A-
HO-MOTWUJIMYHOT JiNAHKW | N0 KOPi NPaBoi TiM’AHOT
ninsHku giametpom 0,9 cm. lMicnsa B/B BBEAEHHSA
KOHTPACTHOT Pe40BMHY Bi3yani3yeTbCs HEIHTEHCUB-
He HaKOMUYeHHS rafjoNiHieBOro areHTa 3a ripaib-
HUM TUMOM Y NMPaBiii NOTUINYHO-CKPOHEBII AiNsHLi,
a TaKOX Y NOOJMHOKMX NATONONi4HUX HinsHKax
NiBOT 33HbONO6HOT AinAHKKU. CepesiHi CTPYKTYpH
6e3 naTepanbHOro 3MileHHs. BiYHi WNYHOYKK
acumeTpuyHi (D>S), y po3mipax He 3MmiHeHi, IV
LUNYHOYOK PO3MILLEHUIA N0 CepeAHiii niHii. Mepu-
BEHTPUKYNAPHO [0 Tina NiBoro 6i4HOro LWIyHo4Ka
Bi3yanizyetbcs AinfHKa NikBOPHOI iIHTEHCUBHOCTI
yMoBHUMU po3mipamu 0,8%x0,5%0,3 cm. MNignasy-
TUHHI NPOCTOPM PiBHOMIPHi, NPOCTEXYOTLCA HA
BCbOMY NPOTA3i, PO3LUNPEH] B KOHBEKCUTANIbHNX
Biafinax. Y npoekLii 6azanbHux a4ep Mo3Ky 4iTKo
Bi3yani3yloTbCs NepmBackynsapHi npoctopm Bipxo-
Ba — Po6eHa. Y 6iniit pe40BuWHi NiBKYNb BENIMKOr0
MO3KY, PO3MILLYYUCh NEPUBEHTPUKYNAPHO Ta
CyOKOPTUKANbHO, BU3HAYAOTLCA MHOXWHHI BOT-
HuLWa rinepiHteHcusHoro Ha T2W1 MP-curnany
niametpom a0 0,4-1,3 cm, WO MicugMU 3NNBAKTLCS
MK co60t0; Ha T1W1 aaHi BOrHuwa Yitko He
Bi3yanisytTbcs. [TepUBEHTPUKYNAPHO BiLHOCHO
OOKOBUX LUSTYHOUKIB MO3KY NPOCTEXYHTHCS 30HM
nenkoapeosy wupuHoto no 0,4 cm. Mosonscrte
Tino, 6asanbHi raHrnii, MeseHuedansHi CTpYKTypu,
CTPYKTYPM 3aJHbOi YepenHoi AMKU, CTOBOYP MO3KY
LiNSHOK naTtonorivyHoi 3amiHn MP-curHany He mic-
TATb. KpaniosepTte6panbHuii nepexia: Muraanuku
MO0304Ka 6e3 03HaK NposiabyBaHHA Y BEJIMKUNA
NOTUANYHWIA OTBIP. TypeLbKe Cifno: po3TalloBaHe
TUNOBO, 3BMYaHOI KOHIrypauii. CTiHKK piBHi,
KOHTYpW rnagi, Hitki. Jlivika rinogisa posraiiosana
4iTKO no LeHTpy. lNnodi3 6060n0AI6HOT hopmu,
BEPXHIN Kpail CUMETPUYHNIA. Xia3ma, 30p0Bi HEPBK
6e3 oco6nuBocTeit. MHeBMaTNU3aLisf NPUHOCOBUX
nasyx He nopyLieHa.

BucHoBok. MP-03Hakn rocTpo-nigroctporo
NOpPYLIEHHS MO3KOBOI0 KPOBOOGIry 3a iLUeMi4HUM
TUNom y 6acelini niBoi Ta NpaBoi cepemHiX Mo3-
KoBmx apTepii (CMA), npaBoi 3aHb0T MO3KOBOI
aptepii (3MA) Ha Tni XpOHiYHOT iluemii MO3Ky
MO3K0OBOr0 KpoBoo6iry. MP-03Haku nepeHeceHoro
NaKyHapHOro iHapKTy NepuBeHTPUKYNAPHO L0
Tina NiBoro 6i4HOro LWyHouKa (puc.).

MCKT-aHriorpacis apTepiit ronoBu Ta LN —
0Knio3ia cermeHTa M2 nioi BHYTPiLLIHbOi COHHOT
apTepii. MatonorivyHi 3MiHM NOTUANYHO-TIM AHOT
DiNAHKWN NpaBopyY, NOBHOI AiNSHKK NiBOPY i B
LingHui XxBocTaToro faapa Hanbinbw iMOBipHO
BiANOBIAAIOTb XPOHIYHMM iLLIEMIYHUM 3MiHAM.

[lynnekcHe CKaHYBaHHA eKCTpakpaHi-
anbHUX BipAdiNiB 6paxiouedanbHUX CYLQUH i

PucyHok

MPT ronosHoro mo3ky (A, b — BM3Ha4aeTbCA
[iNsAHKa 3arafbHUMU YMOBHUMM PO3Mipamu
4,0x3,5%2,4 cM y npaeiit NOTUINYHO-CKPOHEBIN
DiNSHLUI NO KOpi Ta CYOKOPTUKANBHO,

B — cy6kopTuKanbHO B NiBil NO6GHO-TIM AHO-
noTUNKMYHii pinaHui 0,9 cm, I — nakyHapHum
iH(DAPKT NEPUBEHTUKYNAPHO A0 Tina niBoro
6i4HOr0 LWNYHOYKA)

TpaHCKpaHianbHe AyniekCcHe CKaHyBaHHA —
Y3-03HaKu reMOANHAMIYHO 3HAYYLLLOT CTEHO-0KH0-
3YK040i naTonorii 0OCHOBHOT apTepii MO3Ky He
BUSIBNIEHI. KOMMAEKC iHTUMA-Me/ia He 3MiHEHWNIA.
Y3-03HaKN 3HWXEHHS KPOBOTOKY MO CEpeHin
MO3KOBIil apTepii Ta xpe6ToBOi apTepii. O3HaKw Be-
HO3HOI AMCLMPKYNALii B 6a3anbHUX BEHAX MO3KY.
Mposeaene Y3 OYIT 6e3 BOrHMLLEBOI Na-
Tonorii.
MposegeHo Y3[ wutonogi6Hoi 3ano3un. Kni-
HiYHA KapTMHA NiBO6IYHOrO BY3N10BOro 306a.
KoHcynbtoBaHa Heripoxipyprom. IMIMK 3a iwe-
Mi4HUM TUnom y 6aceitHi MBCA 3 (hopMyBaHHAM
BOFHMLL, iLeMii B TiM’AHO-NOTUANYHINA AiNAHL,.
BpaxoByro4n MoONoaui Bik XBOpoi, HasBHICTb
rinepToHIYHOT XBOPO6M, 6araToBOrHULLEBOrO ypa-
)KEHHS iLLEMIYHOr0 XapakTepy rofIoBHOr0 MO3Ky
B MONOAOMY Billi, nauieHTKa 6yna 06CTeXeHa 3
METOH BUKJTHOYEHHS XBOPOOM CMONYYHOI TKAHUHM
(nowyk eTionoriyHoro thakTtopa). byno 3anigos-
PEHO CUCTEMHWIA 4epBOHNIA BoBYaK (CYB).
KoHcynbTOBaHa peBMartosioroM — BpaxoBy-
04U BiK i CTaTb XBOPOi, PO3BUTOK NapanenbHo 3
HEBPOJIOriYHOK CUMNTOMATUKO (FONOBHUIA Binb



i3 nigBuweHHam AT) 3MmiH i3 60Ky LKipu (nise-
J0-BACKYNIT HAa 060X HIKHIX KiHLiBKaX, Kaninaputu
JOJIOHEN i mifoLws), No3uTuBHICTL (ABiYi) ANA Ta
aBToaHTUTING J0 puboHykneonpoteiny (RNP),
nigTeepmxeHi MPT MHOXMWHHI illemivHi BOrHWLLA
B FO/I0BHOMY MO3KY, OKJIH03il0 apTepianbHOro
cermeHta no CKT y cyguHHOMY pexxumi, nigsu-
LeHHs BABiYi IgM o dhoccboninigis, HanbinswWw
06I'PYHTOBAHWUM € AiarH03: Ae6HT CUCTEMHOro
4epBOHOr0 BOBYaKa, NiarocTpui nepeoir, | ct.
aKTUBHOCTI 3 YPOKEHHAM NepuepuyHux cyamH
(niBemo-BacKyniT, KANiNAPMTY JONOHEN i NifoLWB.), 3
aHTupocdoninifHUM CUHAPOMOM, TPOMOOTUYHUM
YPOKEHHAM LiepebpanbHuX apTepin Ha niacTasi
KpuTepii focTosipHoro i imosipHoro A®C [12].

MauieHTka 6yna nponikoBaHa npenaparamu:
MarHito cynbgar, acnapkam, peocopbinakr, TUBop-
TWUH, LUTUKONIH, L-Ni31HY ecLmMHaT, IeKCaMeTa30H.
CTaH nokpawymscs.

BunucaHa 3 giarHo30M: NOBTOPHE roCTPO-Nij-
rocTpe NOPYLUIEHHS MO3KOBOr0 KPOBOOGIry iLle-
Mi4HOro XapakTtepy B 6aceiiHi 060X cepefHix
MO3KOBMX apTepiil Ta 3afHiX MO3KOBUX apTepin
Ha TNi XPOHI4HOT HEJ0CTATHOCTI MO3KOBOI0 KpO-
BOOOIry, NepeHeceHoro nakyHapHoro iHgapkry
MePUBEHTPUKYNAPHO NiBOPYY i3 NPaBo6ivHOKW0
nipamifiHOK0 HeJOCTaTHICTHO, NOPYLUEHHAM APi6GHOT
MOTOPWKMW NpPaBOi KNCTi, LedanriyHnm, BecTu-
6ynapHUM, Lepe6pacTeHiYyHUM CUHAPOMOM Ha
TNi rineptoHivHoi xBopo6u Il ¢T., oknto3iga nisoi
cepeaHboi MO3KoBOT apTepii. CUCTEMHUIA YePBOHMIA
BOBYaK, MiArocTpuia nepeoir, | CT. aKTMBHOCTI, 3
YPAKEHHAM NepudepuyHnX cyamH, aHtugocdo-
ninigAHUM CUHOPOMOM, TPOMBOTUYHUM YPAKEHHAM
LepebpanbHuUx apTepin.

PesynbTaTy Ta iX 06roBOpEHHSA

YpaXKeHHs LIeHTpanbHOi HEPBOBOI CUCTEMN
npu CHB 3 aHTMocdoninigHMmM cHAPOMOM
€ 0fHUM i3 KnacuyHux npossis [9]. MaToreHes
YPaXXeHHs r0JI0BHOI0 MO3KY NOABINHUIA, BKNIOYaE
6e3n0cepesHin iIMyHHUA BNANB Ta TPOMOBOTUYHI
ypaxkeHHs [12]. [JaHnii fiarHo3 BCTaHOBIOETbLCA
Ha nigcTasi nabopaTopHUX KPUTepIiB i JaHux
HenpoBisyanisauii, Ha MPT ronoBHoro mMo3sky
NiarHoCTYOThCS KipKOBI Ta NiAKipKOBI BOTHMLLA.
€ nymka, Wwo LepebpanbHa MikpoBackynonaTis €
OCHOBHMM MEXaHi3MOM YPaXXeHHA NigKipKOBNX
CTPYKTYpP ronoBHOro mo3ky npu A®GC, aHTudoc-
doninigHi aHTUTING HANpAMy B3aEMOSIlOTh i3
HEeiPOHANIbHO TKaHUHO [9].

[pn 06roBOPEHHI AiarHo3y Mu posrnsaga-
N Pi3Hi 3aXBOPHOBAHHSA, AKi MOTNIN CNPUYNHUTU
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iLLeMiYHMA iHCYNLT B 0CO6M MONOLOrO0 BiKy. 3
YPaxyBaHHAM KIiHIYHUX NPOSABIB 3aXBOPOBAHHS
B [JaHOi XBOPOi HEOOXIAHO 6YNI0 BUKMIOYUTY TaKi
cunapomu, sk CADASIL, MELAS, xsopo6y ®a6pi,
ANA AKUX XapakTepPHWUA PO3BUTOK iHCYNbTIB Y
MONOA0MY Billi.

CADASIL (uepebpanbHa aBTOCOMHO-0MIHAHT-
Ha apTepionatis i3 CyoKOPTUKANbHUMU iH(hapKTa-
MW Ta NielikoeHLedanonarieto) € cnafkoBuUMm 3a-
XBOPIOBAHHAM, NPU AKOMY KIiHIY4HO BUABNAIOTHCA
NOBTOPHI iHCYNLTW B MONOJOMY BiLli (32 BiiCYTHOCTI
CYAMHHUX (PaKTOPiB pU3NKy — apTepianbHOI
rinepTeHnsii, gucninigemii, naninHg). HA MPT
ronosHoro mo3sky B pasi CADASIL Bussnsetbcs
YypaXKeHHs 6inoi pe4yoBUHMN NiBKYNb FONOBHOI0
MO3KY 32 Bi[JCYTHOCTi KOPTUKANbHNX iH(hAPKTIB.
[lns BCTaHOBIEHHSA 0CTaTOYHOMO AiarHO3Y Heob-
XifiHA reHHa giarHoctuka metogom MNJ1P myTauii
B reHi NOTCH3 Ha xpomocome 19 [13].

MiToxoHapianbHa eHledanonaris i mionaris
3 nakrauuaosom Ta iHcynbtamu (mitochondrial
myopathy, encephalopathy, lactacidosis, andstroke
(MELAS)) HanexuTb [0 rpynu MiTOXOHApianbHNX
3aXBOPIOBaHb, CIPUHUHEHNX MYTaLiIMI MIiTOXOH-
ApianbHoi OHK (MTOHK), o ycnagkoByThea
3a MaTepuHCbKo niHieto. Y MmTOHK € gBa tunu
MyTaLii: NepLwnin TN BNINBAE HA 3aranbHUi
6iocuHTE3 MITOXOHApiIanbHUX 6iNKiB, ApYrnin —
NPU3BOANTb [0 3aMiHW aMiHOKWUCNOT Y PepMEHT-
HUX KOMNNeKcax, ki 6epyTb y4acTb B OKUCHOMY
hocopunoBaHHi (reHu, Wo KOAyThL 6inokK).
[TopyleHHs (yHKUiT AnXanbHOro komnnekcy |
(NADH-gerigporeHasu tuny I: ND), akuii Bigirpae
BaXIIMBY PONb B OKUCHOMY (POCCHOPUNIOBAHHI,
BBAXAKOTb OJHUM 3 OCHOBHWUX MEXaHi3MiB, L0
neXatb B 0CHOBI MITOXOHApianbHUX 3aXBOPHOBaHb,
[0 akux Hanexuts MELAS [14].

Cunppom MELAS acouitoeTbes i3 NOpYLUEHHAM
PO3BUTKY, NaKTOALMAO30M, HeilpomionaTieto,
eninenTUYHMMM Hanagamm, MirpeHenodioHUm
rONOBHUM 60NIEM | NOBTOPHUMM eni30Aamu, Lo
HaragylTb FOCTPUA ilWeMiYHUA iHcynbT [15].
Ons cungpomy MELAS nputamaHHi MiHnnBi Ta
MirpytoYi iH(hapKTONoAi6HI BOTHULLA NEPeBaXKHO
B KOPi TiM'IHUX, CKPOHEBMX ab0 MOTUNYHUX
4acToK, LU0 He BiNoBifalTb CYAMHHOMY 6aceiHy
TEepuUTOpIi | XapakTepu3yoTbCa CNNECKOM NakTaTy
npun MPT-cnektpockonii [16].

Y nitepartypi TakoX € NOBiAOMMEHHS Npo
MPT-03HaKK, xapakTepHi ana rocTporo i xpo-
HIYHOrO nepiofy iHCynbTONOAiI6HNX eni3oais. Y ro-
CTPiit (hasi 3’4BNAOTLCA 03HAKU HABPAKY 3BUBUH,
06MexXeHHs [udy3ii B KOpi, rinepiHTEHCUBHICTb
nigKipKoBOi 6in0i pe4oBUHN Ha T2-3BaXKEHMX Ta
FLAIR-306pa)XeHHSX i3 NiABULLEHNMM 3HAYEHHAMN
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ADC i nigBuieHnm piHem naktaty npu MPT-cnek-
TpocKonNii, 3adDiKCOBaHi K B YPaXXEHMUX, TaK i
HeypaXeHnX AinsiHkax Mo3ky. TUnoBUMMN 30HaMK
YPaXKEHHS rONOBHOr0 MO3KY € NOTUNYHI, TIM SHi
Ta 3a4Hi BiAAiNM CKPOHEBUX 4ACTOK, a TaKoX
niBKyNi M0304Ka, X04a ONMUCAHO TAKOX 3any4eHHs
natepanbHuX i MeaianbHUX Bifainis CKPOHEBUX
4aCTOK Ta 3afHix BifAiniB NO6HUX YacTok 6e3
BiANOBILHOCTI AKOMYCb CyAUHHOMY 6acenHy [17].
MPT-kapTuHa iHCYNnbTONOAIGHUX YpaXeHb, L0
MIrpytOTb, iHTEHCUBHICTb SIKUX TO 36iNbLIYETHCA, TO
3MEHLUYETHCS, € MATOTHOMOHIYHOK 03HAKOI0 CUH-
apomy MELAS [16]. Y nigroctpuii nepiof KipKoBi
YPaXKEHHSA XapaKTepu3yTbCs rin0iHTEHCUBHICTHO
Ha T2-3BaXKEHNX 300paXKEHHSAX («03HAKA YOPHOr0
HIrTS Ha HO3i») Ta riNepPiHTEHCWBHICTIO 3BUBUH
Ha T1-3BaXXeHUX 306paXKeHHAX, L0 BKa3ye Ha
KOPTUKaNbHMiA NaMmiHapHWi Hekpo3s [18].

XBopo6a ®abpi (XP) € pigkicHuMm, 34enne-
HUM i3 X-XPOMOCOMOO PeLIeCUBHUM FeHETUHHUM
3aXBOPIOBAHHAM, CNPUYUHEHNUM MYTaLliEto B reHi
GLA, Wwo Kojye nisocomManbHuin pepmeHT 0-ra-
naktosupgasy tuny A (a-Gal A). bpak a6o gediuut
thepmeHTy 0-Gal A npu3BOAUTL 10 HAKOMUYEHHS,
L0 Mporpecye, rnikocgidroninigis (0co611B0O
rno6oTpiaosunuepaminy) y cepui, enitenii Hu-
pOK, WKipi, 04ax i cyauHHiin cuctemi. Llei npo-
LIeC CMPUYMHSAE TAXKY KNITUHHY OMCHYHKLIIO,
XPOHiYHe 3ananeHHs, 3aKynopky CyauH, ilemito
Ta ypaxeHHs opraHiB [19]. TAaXKicTb 3axBoplo-
BaHHA npu X® BM3HAYae KinbKicTb cybCTpaty
a-Gal A, W0 HaKoNUYMBCS B OpraHiaMi nauieH-
Ta, pa3oM i3 piBHEM 3anULLKOBOI (DEPMEHTHOI
aKTUBHOCTI.

Ha npaktuui 6inbWwicTb BUNAAKIB LbOro 3a-
XBOPIOBAHHA [iarHOCTYETLCA Ha NiACTaBi NPosBiB
30BHILLHIX 03HaK, AKi MalOTb NaLieHT. Hantuno-
BiLLIMMU Ta HANMOMITHILLMMUN NPOSABAMU XBOPOGM
®abpi € 0PTanbMONOriYHI 03HAKK, A0 AKUX Ha-
nexarb: MOMYTHIHHA POTiBKW (BOPOHKOMNOAIOHA
Keparonaris): Maixxe natorHoMoHidHa (5o 94%
nauieHTiB); [BOGIYHE MOMYTHIHHS 3aAHbOT YaCTUHN
KpuwiTanuka (Tak 3saHa karapakra ®abpi); nig-
BULLEHA 3BUBUCTICTb CYAMH; (DEHOMEH Cnagxy
KpoBi B Manux cyguHax [18].

[locuTb xapakTtepHumu ans uiei natonorii
€ 1lepMarosioriyHi NnposiBn — aHriokepatomu —
HEeBeNUKi YepBOHYBATI Nanynu (CNocTepiratnTbes
HaityacTiwe B AiNAHUi naxy, BHYTPILLHbOT NOBEPXHI
CTEroH, HepifKo PO3NOAINATLCA N0 BCbOMY Tifly),
a TaK0X HabpsAKW i MOPYLIEHHS NOTOBMINEHHS
(aurigpos).

XBopo6a Pabpi HaneXuTb 40 3aXBOPHOBAHb
Manux CyAauH, WO 3YMOBJIOE BUCOKUIA PU3NK
PO3BUTKY TPAH3UTOPHUX iwemiyHux atak (TIA)
Ta ilWeMiYHMX/remopariyHmx iHCynbTiB y MOJIO-
[OMY Billi: yacToTa iHCYNbTiB CTaHOBUTL 6,9%
Y 40/10BiKiB T2 4,3% Y XiHOK. Y BiNbLLIOCTi XBOPUX
iHCynbT TpannfaeTbea y Bili 20-50 pokis [lo Toro x
nawuieHTy, WO He OTPUMYIOTb NATOreHETUYHOI
Tepanii, CXUnbHi 40 PeLnanBiB iHCYNbTHUX CTaHIB
i TIA[21]. Bapto 3ayBaxuTu, Lo B 50% BUNaaKis
nepeHeceHun iHCynbT € fe6oTom X, yepes Lo
ii cnig nigo3pioBaTh y BCiX XBOPUX i3 paHHIM po3-
BUTKOM iHCYNbTY HaBIiTb 32 BiACYTHOCTi 04EBUIHUX
NPUYUH Ta hakTopis pusnky. Ha MPT ronosHoro
MO3KY Ha T1-3BaXKeHUX 306PKEHHAX BUABNAIOTb-
CA AesKi TUNOBI 3MiHW: ABO6IYHA IHTEHCMBHICTb
NnoAywoK Tanamycis i co4eBnLENOAIGHUX afep
(MaTOrHOMOHIYHE BiAXWIIEHHSA).

Y HaLoi XBOPOi PO3BUTOK iLLIEMI4HOrO iH-
CYNbTY Y BiLi 45 pokiB, HasBHICTb TIA B @aHaMHe3i
3axBOpOBaHHA MOXYTb HaragyBatun CADASIL,
MELAS-cuHapom a6o xsopoby ®abpi. Ane naui-
€HTKa 3anepeyye Noji6Hy CUMNTOMATUKY B 6aTbKiB
Ta 6N1M3bKMX poanyis. Ha MPT ronoBHOro mo3ky
BI3Ha4al0TbCA BOTHULLA K Y 6iNif PE4OBUHI, TaK i
KOPTUKAbHI, LU0 He xapakTepHo fo CADASIL. ns
cuHapomy MELAS xapaktepHi Ha MPT ronoBHoro
MO3KY MiHNIUBI Ta Mirpyrodi iHapKTonogioHi
BOTHMLUA, SIKi BU3HAYAOTLCA NEPEBAXHO Y KOPi
TiM AHUX, CKPOHEBWX 260 NOTUMYHIX YACTOK Ta
He BiJNOBifal0OTb CYOUHHOMY 6aceitHy TepuTopii.
Llboro He cnocTepiraeTbCca B KNiHi4HIN Ta Helipo-
Bi3yanisaLifnHin KapTWUHI HALWOT NaLiEHTKK.

BigcyTHiCTb maTonoriyHmx ogTanbMonoriv-
HUX 3MiH, KapAaianbHOi NaTonorii, aHriokepaTom,
TUNOBUX 3MiH Ha MPT ronoBHOro Mo3ky y Burnagi
«TanamiyHmx» iHCYNbTIB Aa€ NifCTaBy BUKIYNTK
XBopo6y ®abpi. BogHoyac Mae MicLie HasBHICTb TH-
MOBUX NTABOPATOPHUX NOKA3HUKIB, SIKi CBiAYaTh NPO
ae6tot CHB 3 anTudpoconinigHum CMHAPOMOM.

BucHoBOK

Takum YUHOM, PO3BUTOK LiepebpanbHOro iH-
CYNbTY Y XBOPWUX MOJIOLOrO BiKY, B4aCcHa fiarHoc-
TUKA aHTMOCHONINIAHOrO CUHAPOMY, 3HAHHSA
naToreHesy, KniHikn, KpuTepiie AnepeHLinHoi
NliarHOCTMKK 103BONSOTb BYACHO AliarHOCTYBATH
3aXBOPIOBAHHSA, NPOBOANTY aIeKBATHE NiKYBaHHS,
LLI0 MOXXe NONepeanTI BUHUKHEHHS HE3BOPOTHMNX
YCKNafgHEHb.
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