[ IPUYUHBI NLLEMUYECKOTO
MHCYynbTa B MOJTO40OM BO3pacTe



Obwune cBegeHUs

10 45 net — monogomn Bo3pact rno BO3

* HacTtoTta 11 B MONnogom Bo3pacTe cpean
MW BCcex BO3pacTHbIX KaTeropum
cocTaBnseT 14%.1

* B 15-40% cny4aeB npudnHa N1y monoabix
ocTaeTcsl HeyCTaHOBNEHHOWN?



1 1 PDU™VIRDI VIV B MOJ10O40M

BO3pacCTe ]
 [lnccekuyus uepedpanbHbiX apTepuii( 10-20%)°

« KapanoreHHasa ambonus ( o 40%)*
* AHTUdochonunuaHbi cnHapom (APC) (11%)*

* MwuTOxoHApWanbHblE UMTONATUN

* Tpombomunnyeckme coCTosAHMS

* ApTepunThbl

* bonesHb Mona-Mons

* [uvnepromoumcTenHeMuns

* [OudpdepeHumnmpoBaHHble AUCNIa3nn COEANHUTENBHON TKAHW
e [lonuuntemumnd

3-Lucas C/ et al. 1998, KanawHwukoBa J1.A. 1997, 2009, 2014
4- u3oea H.B. 3aboneesaHus cepduya u UHCYnbmasl y fiuy Mosi0do20 eo3pacma. Hesporioaus, Helporicuxuampus, ncuxocomamuka. 2014;(2):62—69.



[Onccekunsa uepedbparnbHbiX apTepum
~(OUA)

H- Internal carotid
{| artery

s-hematoma

External carotid A+- embolus

artery

Common carotid
artery




OCHOBHblIE HO30MNorn4yeckne opmebl
OLA>

* IHapKTbl ronoBHOro Mmo3ara (62,3% - 84%)

 TNA (15% - 20,6%)

« CybapaxHounaarnbHble KpOBOUINMUAHUSA (5%)

* VI3onnpoBaHHasi ronoBHast 6orib (5%)

5-Xomxkamxapos b.E. Nwemnyecknm NHCynsT y nuu, MOrogoro Bo3pacTa (aTMonorus, KnnHuka, nexognl) Anccepraums Ha
COUCKaHME y4YeHOW CTENEHN KaHaAnA4aTa MeOULUMHCKNX Hayk, 2014



OcobeHHocTn LA

XapaKTepHo:

-CBS3b C NpoBOLUMPYOLLUMU pakTopamun
-[1pn3Haku crnadbocTtn coeaNHUTENbHOMN TKaHU
-Hann4yne nHTeHcmBHOM rorioBHou 6onum



[Onccekunsa uepedbparnbHbiX apTepum




[Ounccekunsa uepedbparnbHbiX apTepum

|

Pucynok 1. MPA 3D-TOF. TIpH3HaKH AHCCEKIHH YKCTPAKPAHHAIBHBIX apTEPHil: a) CHMIITOM

CTPYHBL. 0) CHMIITOM «UeTOK». B) CHMIITOM «ILIaMeHH CBeUH»: I') IICeBJI0aHeBpH3Ma: 1) ABOHHOI
IIPOCBET. e-K) BOCCTAaHOBIEHHEe KPOBOTOKa B OKKTHO3HpoBaHHOH BCA (e - 3-if AeHb. X — 3-i
MecHI).



[lnccekuna aptepun,
KpOBOCHaOXatoLLMUX MO3I

Puacysok 3. MPA 3D-TOF. Ilpu3Haku JHCCEKUHH HHTpPAaKpaHHAIBHBIX apTepuii: a)
HepaBHOMEPHBII IIPOTOHTHPOBAHHEIH CTeH03 Ha yuacTke M1 1eBoit CMA: §) OKKIFO3HS IIPABOI

3MA Ha yuactke Pl ¢ KOHYCOBHIHBIM IIPEIOKKIIO3HOHHBIM CY/KE€HHEM IIpOCBeTa; B-T)
BOCCTAHOBJIEHHE KPOBOTOKA B CTeHO3HpoBaHHOH CMA (B - 40 1eHb., I — 5-i MecA1).




e &7

Hnccekuns uepebparnbHblX apTepun

TATIOED0 MRTH 1T 2 »

MPA-npusHaku duccekyuu BCA

a- ocmpablit nepuod OucceKkyuu.
HepasHomepHoe cyxxeHue npoceema
3KcmpakpaHuasibHo20 omadena /1.
BCA sbiwe yposHs bughypkauuu
obuwell coHHOU apmepuu (cmperiku);
6- yepe3s 3 mecsiya pezpecc cmeHo3a
n1.BCA u nonHoe soccmaHosrieHue
rpoxooumMocmu ro apmepusm
(cmpernku); 8- MPedOKKIHO3UOHHOE
KOHYCOBUOHOE CyXXeHUe 8 ycmabe 1.
BCA «cumnmom nnameHu ceeyu»
(cmperika); 2- cyxeHue
3KcmpakpaHuasibHo20 omadena I1.
BCA scriedcmeuu duccekuyuu,
paccrausarouias aHegpusma Ha
rpekpaHuarnbHOM ypo8He(OnuHHas
cmperika),
npedaHespusmamuyeckul uzaub
BCA (kopomkasi cmperika); O-
0soliHoU rpoceem (UCMUHHBIU U
J1I0XKHbIU) 8 ceameHme 1.T1A,
cghopmuposaswiuticss ecriedcmesuu
ouccekyuu

—




[Ounccekunsa uepedbparnbHbiX apTepum

Puc. 2. MPT apmepuii weu, pexcum 1;: f-s, koponapnas (a) u axcuarvhas (6) npoexyuu.
lemamoma & cmenke aegoit BCA (moacmeie cmpenxu), Hapyxcuuiii duamemp apmepuu
yeeauuen. [lpoceem apmepuu cyxcen, 3K CUeHMPUHHO PACROAONCEH (MOKKUE CMPEAK)




KapanoreHHasa ambonus

Kputepuun ganarHoctukum kapagunoreHHoro V.

— Hann4mne bornes3Hen cepaua, 0CobeHHO
ABNAKOLWLNXCA NOoTEeHUManbHbIMU NCTOYHUKAMMU
ambonuu;

— neo6rT MIM ¢ ocTpbiM Ha4anom 1 coMeTaHMEM
0OLLEMO3roBbIX N 04aroBbIX CUMIMTOMOB;

— ObICTPbLIN perpecc o0LLEMO3roBbIX NPOABIIEHUY;

— YMeHbLUEeHNe HeBposiormdeckoro gaedpuumra K KoHUy
NepBbLIX/BTOPbIX CYTOK;

— MUKpPO3IMbonnyeckme curHanbl No gaHHbIM
yNbTPa3BYyKOBOW gonnsieporpaduu;

— MHOXECTBEHHbIEe 3MDONMNKU B APYrmx opraHax.




KapanoreHHasa ambonus,

NPU4YNHbI
- HapyweHuna cepgedHoro putma

- BpoxxgeHHble NopoKn pa3BUTUSA
- [NlaTonornyeckne nameHeHusa KnanaHos




| laTONnorn4eckne nsSMeHeHn4 KnarnaHoB

(50 % cny4aeB npu KapguoreHHou
ambonun)’

- HebakTepunanbHbIi TPOMDOOTUYECKUN
aHOoKapauT ( bonee 30%)

- IHdeKUMOHHbIN aHaokapauT (20 %)*
- [NpoTesnpoBaHHbIV KNnanaH (15%)

- BpoxxgeHHbIe nopokn pas3sntua (10%)
- [lponanc muTpanbHOro knanaHa (8%)
- PeBmaTtnam (4%)



OTKpbITOE OBasribHOE OKHO

* OO0 BbigBNsAeTCA Y 27% B3POCIbIX
nauueHTos®

* OO0 BbigBNAETCA Y NONOBUHbLI MOSOAbIX
nauneHToB ¢ KpuntoreHHbIMm A
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Puc. 1. «Perncrpaumsa MMKpoamMOonnyecKux CUrHanoB no yIieBou cpeaHen MO3roBon apTepvm, uncunartepanbHOn

CTEHO3UPOBaHHOW BHYTPeHHel COHHOM apTepumn»,’
(BHM3y OTOGPaxeHbl OCHOBHbIE XapaKTepUCTMKN aMbona: MOLWHOCTL 18,8 Ab, AnuTenbLHOCTL 25 MC 1 YacToTa 479 'y, M OTHOCUTENbHOE

Bpems ero perncrtpauum 00:36:31)

7 -HasuHsH A.l . KnnHnyecknii onbIT npUMeHeHns TpaHCcKpaHManbHOro HEMPOMOHUTOPUHIa LepebparnbHon ambonmm npu cepun TPaH3UTOPHbIX
niwemMmnyeckmnx atak (crescendo tia)



MuKpoamMBbonmM4eckuin curHan B NpaBon cpeaHen MO3roBon apTepun y nauueHTa
c JIM Ha dboHe cTeHo3a NpaBoi BHYyTPEHHE COHHOM apTepun 80%°

6- KyaHeuos A.H., Burorpagos O. TJAKYHAPHbIV MHCYIBT: MEXAHV3Mbl PASBUTUA, ANTOPUTMbI
OVNATHOCTUKN, METOAbI BTOPUYHOW MPODUITAKTUKA



XapaKTepHo:

coyeTtaHume c NHMK

TpoMb03bl B BETBAX I/IHTpaKpaHI/IaJ'IbeIX apTepum
MPW NHTAKTHOCTU 3KCTPaKpaHUaribHbIX

CKIMOHHOCTb K peuungnBam rnpm otTCyTCTBUNU
BTOPUYHOW I'IpOCbI/IJ'IaKTVIKI/I dHTUKOAryndHTamMmum

coyeTaHne anp@PysHbIX 1 oMaroBbiX U3MEHEHUN

BbIPpaXXeHHOCTb LiepebpoBacKynsipHbIX HAPYLUEHUN Y
oonbHbIX ADC ¢ nuBeno , bonbLie, Yem 6es3 Hero

- y B6onbLMHCTBA CUCTEMHbIE TPOMOO3bI




MuToxoHapuanbHble bone3Hn

UacTtoTa mutoxoHapuanbHbIX 3aboneBaHnn
NaLneHToB ¢ UHcynbTamu 0,8-7,2 %°

1.CuHgpom MELAS
2. CuHgpom MERRF

9.H.B. Nun3oBa NHCynbTbl Npy MUTOXOHAPUWAanbHbIX 3aboneBaHnsIX




CuHapom MELAS

Tabnuua 1. Kaunuueckue nposgnrenusn cundpoma
MELAS (n=110)
CHMITOMBI/CHHIPOMEI %
[MmasHLIE:
HENepeHOCUMOCTE (PHIHUECKHX HAIPy30K 100
Haua1o B BO3pacte Monoxe 40 ner 99
HHCVIIET 99
Cyaoporu 96 Apyrue:
«PBaHBIE» KPACHLIE BOJOKHA 95 KanbUHHKALHS 6a3aTbHEIX FAHITHER 45
HAaCJIe/ICTBEHHBIN XapakTep 44
JaKTar-auuaos 94 MHOK/IOHYC 38
MO3XKEYKOBLIE CHMITTOMEI 33
SMHU30AHYECKHE KOMATO3HLIE COCTOSIHHA 20
Yacrteie: atpoctus 3pUTEILHEIX HEPBOB 20
HOPMaAILHOE PAHHEE Pa3BHUTHE 90 3aCTOHHAs Ccep/ieHas HeJ0CTaTOYMHOCTh I8
MUIMEHTHASI PETHHONATHSA 16
nemgnunﬂ gg cuHapom Bonwga—TlapkuHcoHa—VYaiita 14
CA3bOCTE B KOHEYHOCTHX NPOIPeCCHPYIONIAN HApYKHas o TanLMOnIerus 13
reMumnapes 83 HapyLIEHHE CepAeuHON MPOBOAHMOCTH 6
HHU3KOPOCIOCTh 82 caxapHbIi quacer 5
reMHaHONCHs 79
rojl0BHas 60/1b 77
TOINENE, ot i OunarHoctuka
Hauyano B Bo3pacte a0 20 aer 76
rnoTeps cayxa 75 -1 YPOBEHb J1akTata B CbIBOPOTKE
HECMOCOOHOCTE K OOYUEHHIO 60
YPOBEHE O€J1Ka B IMKBOpE >45 Mr/an 52 KPOBW 1 JINKBOPE

-«pPBaHbl€ KpaCHblIE BOJTIOKHa» MNMpu
BrMoncum MblLLEYHON TKaHU
-4aCTO O4arn B 3aTblJTOYHbIX O0J14X



CuHapom MELAS

Y 7

Figure 2: Visit 3 (10/2010) Coronal Flair MRI Image showing hypodensities in the left
parietal and occipital lobes and near resolution of cerebral lesions noted on visit 2




CunHapom IVIERRF

Tabnuua 2. Kaunuueckue nposeaenus/cumnmoms npu cuxndpome

MERRF (n=62)

n %

MHOKIIOHYC 62/62 100
DNHIENICHSA 62/62 100
HopMansHOE paHHEe pasBHTHE 17/17 100
«PBaHbIe» KPaCHLIE BOJIOKHA 47/51 92
TMoreps cayxa 41/45 91
JlakTar-auunos 24/29 83
HacsieicTBeHHBIH XapakTep 34/42 81
HenepeHoCMMOCTh (PH3HUECKHX HATPy30K 8/10 80
JleMeHus 39/52 75
Hesponarus 17/27 63
HH3KkopocaocTs 4/7 57
CHHMXEHHE BOCTIPUSITHS 9/18 50
ATpohHS IPUTEILHEIX HEPBOB 14/36 39
Kapanomuonarust 2/6 33
RIS = = Ragged-red skeIetaI muscle flbers
[THIMEHTHAsI PETHHONATHS 4/26 15
MHpaMHAHEBIE CHMITOME 8/60 13
Odransmonapes 3/28 11

Jlunomaroz 2/60 3



Tpombodunnyeckme cocToaHUS
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Bone3Hb Monsa-Mongat®

bone3Hb Mona-Mouna — nporpeccupytoulee
3aboneBaHue, XxapakTepusyrLleecs
OBYCTOPOHHUM CTEHO3MPOBAHUEM
NPOKCUMaribHOW YacTu BHYTPEHHUX COHHbIX
apTepPUN N Ha4YarnbHbLIX CEFMEHTOB NnepeaHen u
cpegHen MO3roBbIX apTepui, ¢ nocneayrLwmum
BOBNeYeHNEM BeEPTEDOpPanbHO-0a3UNAPHOro
baccenHa 1 conpoBoXXaatoLLEeecst pasBUTUEM
baszanbHOM ceETU aHAaCTOMOS3O0B.

10- KoBaneHko A.l1. c coaBT. bonesHb Monsa-mons: criyqyan U3 npakTuku



bone3Hb Monga-Mous

NeMn4
KnnHunyeckmne nposiBneHns —

moyamoya.come? - aHrMOoA3bIYHbIA CAUT NOAAEPKKM N0AEN C DONesHb MOSMOS
moyamoya.rue - pyccKoa3blYHbIM CanT ang obleHus poauTtenen aeten ¢ DonesHb MOAMOSR




bone3Hb Mouna-Mowus

- -

- .

Puc. 2. Cenexonuenas anzuozpagus bacceiina eHymperHell COHHOl apmepuu Cnpasa, apmepuansHas
@aza, boxosaz (A, b), npamas (B) u xocaz (I) npoexyuu




Ctagun

Cragna 1 Cragus 2

Puc. 1. AHzuocpaghuueckue cmaouu bonesxu Moiis-Moiia



* MMOCTEerneHHoe p d3BUTHUNE B \T ' —

MMMMMMMMMMMMMMM

* Ha aHrMorpadumn: CTEHO3UPYIOLLE- ==t
OKKIHO3MpyoLlee nopaxeHue
MHTPaKpaHUarnbHbIX apTeEPUN N UX BETBEW.
[laTOrHOMOHWYHO: HaKoMNeHNe KOHTpacTa
yTOnLeHHOW cTeHKon apTepun npu MPT.
XapaKkTepHa nartofiornyeckasa KkonnartepanbHas
CETb BOKPYr CTEHO3MPOBAHHOIO y4yacTKa
apTepumn.

* KIMMHMNYEeCKne n nabopatopHble NPU3HAKW



N3onnpoBaHHbIN LepebparbHbIV
apTepvwlT

A — andpdbysHoe cykeHne NpocBeTa MHTPaKpaHManbHbIX apTePUI, CHUXEHME
MHTEPCMBHOCTM KPOBOTOKA MO HUM. B — T1-kor MOCTKOHTpacTHOE n3obpaxeHue

C BHYTPUBEHHbLIM KOHTPACTUPOBaHMEM NOKa3bIBAET BblipaXXeHHOEe rmparnbHoe ycuneHue
nwemmdyecknx HMK y aToro naumeHTa.



[ MnepromoyncTeNHEMUS
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[ MnepromoyncTeNHEMUS

—

1 JINHMA, ITNOHTT i
oBpexgeHue
g — QHOOTEITIUA N
| NpoayKUMn 3HOOTENNANbHOro ™ 2raorsiay.
penakcupylolero oaktopa | Memopake

* | CUHTE3 NpOoCTaUnKIinHa
* YrHeTeHNe cnHTe3a TpomMoomoaynuH

KIMOHHOCTb K
ombo3am




IccnenoBaHuA

« KT-Al, MPT-AI'
« IXO-KI

* TpaHckpaHunbHaga gonneporpadusa c
BHYTPUBEHHbLIM KOHTPACTUPOBaAHUEM U
amMmbonoaeTekunen

* PasBepHyTOE UCcnegoBaHMe pPeonormyecknx v
CBepTbIBalOLLMX CBOUCTB KpoBu (C-NpoTenH, S —
npoTeunH, D — gumep, aHTUTPOMOWUH 11, HS)

* AT K Kapanonunury

* AT K BONYaHOYHOMY aHTUKOArynAaAHTY
* buoncua mbiwy

* [[eHeTn4YecKoe KOHCYNbLTMpPOBaHMe




