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A case report of recurrent acute ischemic strokes in a young patient with
Rendu-0Osler-Weber disease

Pestome

bonesHb Panpro-Ocnepa-Bebepa i HaCNeACTBEHHas reMOpPariyeckas TeNeaHrvaKTaus npeacTaBnaer coooi PeAKoe HACNEACTBEHHOE
3a60/18BaHVE COCYAMUCTON CUCTEMbI, XapaKTEpH3YHOLLEECH PAsBIUTUEM MHOXECTBEHHBIX TENIEAHMAKTA3WIA KOXM 1 CIIM3UCTBIX 060M104eK, a
TaKkXKe reMopparveckum CUHPOMOM PasnnyHON nokanu3auwm. Mbl NpeaCTaBnsem KIMHUYECKMIA pasbop Crly4ast pasBuTis NOBTOPHbIX
WH(HAPKTOB FONIOBHOMO MO3ra Y MOMNOOro nauyeHTa ¢ 6onestbio Panato-Ocnepa-Bebepa. B nepsoit yacTin nybnukawmm npueoasTca
NUTEpATYPHbIE JAHHbIE O YaCTOTE BCTPEYAEMOCTH, STUOMIOMMM, NaTOreHese, OCOGBHHOCTAX KNMMHIYECKUX NPOSBIIEHUI HACNECTBEHHON
reMOpPari4ecKoi TeNeaHrMaKTasuu, COBPEMEHHbIX METOAX AMArHOCTUKM v ieyeHus. Bo BTOPOIA YacTH MPOZEMOHCTPUPOBAH PEaKWA Criy4ail
Pa3BUTAA NOBTOPHbIX MHCDAPKTOB FOMOBHOM0 MO3ray MONIOAOMO NayenTa ¢ 6oneaHblo Paxuato-Ocnepa-Be6epa, npudnHO KOTOPbIX SBIANACH
napazoKcarnbHas M60Mus 13 Nero4Hoi apTepIoBEHO3HOA ManbdopmaLiiie, 06HaPYMEHHOM Y naLmeHTa npi nposeaeHun KT-aHruorpacum
COCy/08 N1erkwx. NpezcTaBNeHbl JaHHbIe aHaMHE3a XU3HY 1 3a00/1EBaHIA NALIMEHTa, OncaHue 0BLEKTUBHOMO M HEBPOMIOTMYECKOrO CTaTyCa,
Pe3yNLTarbI 7Ta60PATOPHbIX Y MHCTPYMEHTATbHLIX METOZ0B 00CTIEL0BaHMIA. [TaLyeHTy Gblo PEKOMEH0BAHA aHTMONYIbMOHOrpadhma, B XOZe
KOTOPOW NEr04Has apTepoBEHO3Has Manb(hopmaLvs Gbina YCMeLHo MO0NM3MpoBaHa. [JaHHbIA CRyyail yYka3bIBaeT Ha HEOOXOAMMOCTh
TLLATENBHOT 06CNIA0BAHMA U HAOMIOEHUA 32 NALMEHTAMIN C HACNEACTBEHHOM reMOPParvieckoil TeneanrvakTasued. B Liensx panxero
BbISIBNIEHINA COCYIMCTBIX MaNb(hopMaLi Y nawmeHToB ¢ 6onesHbto PaHato-Ocnepa-Bebepa 1 CBOEBPEMEHHOIO HasHa4eHs Tepanim ans
NPeJoTBRALLEHINS BOIMOXHbIX CEPbE3HBIX Liepe6POBACKYNIAPHBIX OCTIOMHEHIIA PEKOMEHL0BAHO BbINoNHeHue KT-aHrvorpacpui nerkux.
Kntoueble cnosa: 6onesHb Panaio-0cnepa-Bebepa, neroyHasn apTepnoBeH03Has ManbopmaLs, MHApKT M03ra, KIMHIYe-
CKIA cnyyair, ambonotepanms

Summary

Rendu-Osler-Weber disease is a rare inherited disease of the vasculature, characterized by the development of multiple telangiectasias
of the skin and mucous membranes, as well as hemorrhagic syndrome of various localization. We present a case report of recurrent
acute ischemic strokes in a young patient with Rendu-Osler-Weber disease. In the first part of the article, literature data on the
incidence, etiology, pathogenesis, features of clinical manifestations of hereditary hemorrhagic telangiectasia, modern methods
of diagnosis and treatment are presented. In the second part of the article, a rare case of recurrent acute ischemic strokes in a
young patient with Rendu-Osler-Weber disease, caused by a paradoxical embolism due to pulmonary arteriovenous malformation
was demonstrated. The chest CT detected a pulmonary arteriovenous malformation. The data of medical, including anamnesis,
a description of the objective and neurological status, the results of laboratory and instrumental methods of examination are
presented. The patient was recommended angiopulmonography, during which the pulmonary arteriovenous malformation was
successfully embolized. This case indicates the need for targeted examination and monitoring of patients with hereditary hemorrhagic
telangiectasia. For the purpose of early detection of vascular malformations in patients with Rendu-Osler-Weber disease and the
timely administration of therapy to prevent possible serious cerebrovascular complications, we recommend performing the chest CT.
Key words: Rendu-Osler-Weber disease, pulmonary arteriovenous malformation, stroke, clinical case, embolotherapy
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Beenenue

Bonesns Pangro-Ocnepa-Bebepa, HacnmencTBeHHas re-
Mopparundeckas teneanruskrazus (HI'T) mpencrasnser co-
00ii penKoe HacIeACTBEHHOE 3a00JIeBaHHE COCYIVNCTOH CH-
CTEMBI, XapaKTEPH3YIOIIEeCs Pa3BUTHEM MHOXECTBEHHBIX
TEJICAHTMIKTA3UH KOXKH M CIM3UCTBIX O0OJIOUEeK, a TaKiKe
TeMOPPAarnIecKUM CHHIPOMOM Pa3iIHIHON JOKaJIH3aIun
[1]. CuHOHUMaMHU HaHHOHM MATOJOTUH TAKXKE SBIAIOTCS Te-
HEpaJIn30BaHHbIN aHIMOMAaTo03, FTeMOpparnyecKuii CeMeMHbIN
aHI'MOMATo3, ceMeiHasi reMopparndeckas TeJIeaHTHIKTa3usl.
3aboneBaHne HACIEIYETCS IPEHUMYIIECTBEHHO O ayTOCOM-
HO-JIOMHHAHTHOMY THITY, YTO TOATBEPKAEHO B 87% cirydaes.
OtcyTCcTBHE yKa3aHUI Ha HACJEACTBEHHBIH Xapakrep 3a0o-
JIeBaHHSI MOXKET OBITh CBS3aHO CO CIOHTaHHBIMH CITy9asMH
[2].

B nocnenHee necstuneTue ycTaHOBIEHA CBSI3b 3a001e-
BaHUs C XpPOMOCOMHBIMHU H3MeHeHusiMU. K HacTosmemy Bpe-
MEHH OITUCAHBI YeTHIpEe TeHETHIEeCKUE (POPMBI JaHHOTO 3200-
neBanus. [Ipu nepsom Bapuante (HI'T-1) umeercs myramus
resa sHnonmHa (ENG). OT™MeueHo, 4To 3TOT I'eH pacrona-
raeTcs Ha AJIMHHOM IUIede XpoMocoMsl 9. Bropoii Bapuant
(HI'T-2) Bo13Ban myrauueit rena ACVRL 1, xotopslii pacmo-
Jlaraercs Ha XpoMocoMe 12 ¥ KoqupyeT perenTop KIeToUHOH
noBepxHocTH (activin receptor-like kinase I). Myrauuu re-
HoB >HJ0rMHA 1 ACVRL 1 npuBOAST K CHUKEHUIO KOHIEH-
TPaLUH PELENTOPOB HA TIOBEPXHOCTH SHIOTENHS COCYIOB |3,
4]. HenaBHO N10Ka3aHO CyILECTBOBAHUE TPETHEr0 BapUaHTa
(HI'T-3), cBs3aHHOTO C T€HOM, PACIIOJIOKEHHBIM Ha XPOMO-
come 5 [5]. UerBeptslit BapuaHT — penkas Gpopma, CXOmHas
C IOBEHWJIGHBIM ITOJIMIIO30M, BEI3BIBACTCSI MyTallUeil B reHe
SMAD4, xotopslii pacmonaraercsi Ha xpomocome 18 [6].
MexaHN3M pean3aliy pa3INIHbIX FeHETHYECKUX 1e(EeKTOB
mpu 6one3nn Panmio-Ocnepa-Bebepa okoHUaTENEHO HE BBI-
scieH. C Mmo3uImu naTo(u3N0IOruH, BEPOsSTHO, Pa3BUBAIOT-
sl IepBUYHbIE HAPYIICHHUsS aHTHOTEHE3a B CBS3H C IATOJO-
ruel pakTopa pocTa, YTO OTPULIATENBHO BIUSET Ha MPOLIECC
Pa3BUTHS COECAWHMUTEIBHON TKAaHW WM IPOXYKIMH MaTpHKCa,
(YHKIIMOHAIBHON U aHATOMUYECKOH LIEIIOCTHOCTH COCY/IOB.

[Tpu HI'T HabmonaeTcs aHTHOMaTO3HBII THIT KPOBOTO-
YUBOCTH C BTOPHYHBIM HApyIICHHEM aATe3WBHO-arperary-
OHHBIX (yHKIHMI TpomOouuTOB. OCHOBHBIMH HpPU3HAKAMU
KPOBOTOYHMBOCTH aHTHOMATO3HOTO THIA CIy>KaT aHATOMHIe-
CKasl IepeCcTPOiKa COCy0B, HEJOCTATOYHOE Pa3BUTHE CyO3H-
JOTENNAIBLHOTO KapKaca MEJIKHUX COCY/IOB, HEIOJHOIIEHHOCTh
SHJOTENUS Ha OTAETBHBIX YYacTKax COCYJHCTOTO pycia,
04aroBble HCTOHYEHHsI CTEHKH MHKPOCOCYJOB, PacIIMpEeHHE
HX MpOCBeTa, AeHIUT KoutareHa u ap. IlonTBepxaenueMm
BTOPUYHOTO XapakTepa (pyHKIHOHAIBEHOI HEIOITHOLIEHHOCTH
TPOMOOLIUTOB CUHTAIOT OTCYTCTBUE KIMHHYECKHUX IPOSIBIIE-
HUH MUKPOLHUPKYISTOPHOTO THIIA KPOBOTOUMBOCTH. Takxke
HENb3sl UCKIIOYHUTH POJb AKTUBALMH BHYTPHUCOCYIHCTOTO
¢ubpuHOIM3a B 30HE TeJICAHTUIKTA3MH [7].

HI'T He cuntaeTcst pacpocTpaHeHHBIM 3a00JIeBaHUEM,
OJJHAKO BCTPEYACTCS MPAKTUIECKH BO BCEX CTpaHAX MHPA,
Cpeau MHOI'MX DTHUYECKHX U PACOBBIX I'PYIIIT HACCIICHUS. Ya-
CTOTa BCTPEYAEMOCTH JIAaHHOH MAaTOJIOTUH OL[CHUBAETCS Kak 1
ciryyaif Ha 5000-9000 HaceneHus, mpHu 3TOM 3a007€Ba€MOCTh
HE 3aBUCHT OT noJa [8]. ManudecTtaius 3a001eBaHUS MOKET
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HavaThCsl B IIOOOM BO3pACTe, OMHAKO NMEETCS! KOPPEISAIHOH-
Has 3aBUCUMOCTb MEXAY KIIMHUYCCKUMH IMPOABICHUAMHU U
BO3pacToOM HalueHTos [9].

Knaccuueckoit knmuandeckot kaprunoit HI'T sBnsiroTes
CeMeIHBIN XapakTep TelIeaHIMIKTa3Wil ¥ HaJIMIHe HOCOBBIX
KpOBOTEUEHUM M XapaKTEPHBIX MOPaKEHUH, COCTOSILUX U3
PacCIIMPEHHOTO COCyAa Ha ITOBEPXHOCTH KOXKH WM CIU3H-
CTBIX 000JI0YEK, a TAKXKE BHCIIEPATBHBIC COCYANCTHIE aHOMa-
JMU (aHTHOMBI, apTEPUOBEHO3HbIE MaIb(OPMALIUK B JIETKHUX,
HeYeHH, TOJIOBHOM Mo3re U T.1.). K Hambonee gacTeIM KiH-
HUYECKUM MPOSBICHUSIM 3a00/I€BaHUS OTHOCSATCS: HOCOBBIE
KPOBOTEUEHUS], KOTOPbIE BO3HUKAIOT CIIOHTAHHO WM TOCIIe
HEeOONIBIIONH MeXaHHIeCKoi TpaBMbI — 90%; KOXKHBIE Tele-
aHruskrazud — 80%; BOBIEYECHHUE IBIXATEIbHOW CHCTEMbI
(apreproBeHo3HBIE Manb(opmarmn) — 15-50%; mopaxenne
nedeHn — 32-84%; >kemyJouHO-KUIIEYHbIE KPOBOTECUEHUS —
15-30%; mopaxeHue EeHTPaIbHOW HEPBHO CUCTEMEI (apTe-
PHOBEHO3HBIE Mab()OPMAIH, apPTEPUOBEHO3HBIE (HCTYIIBI,
kaBepHOMBI) — 10-20% [10 -13].

Y GonmBIIMHCTBA MAI[HEHTOB BCTPEYAIOTCS COCYANCTHIE
M3MEHEHMs] THIA TEJICAaHIMIKTa3Wii, pacloiararonyecs: B
Pa3IHIHBIX OTJENaX KOXKHBIX MOKPOBOB U CIU3HUCTHIX 00010~
gek. FIX MOXHO OOHapyKUTh B 00JIaCTH JIMLIA, KPBUILEB HOCA,
Ha KOXKe BOJIOCHCTOI 4acTH TOJIOBBI, Ha TYJIOBHUIIE, KOHIUKAX
MaableB PyK, B MOJHOITEBOM JIOXe, Ha Ty0ax, s3bIKe, Jec-
Hax. [IpakTH4ecky y BCex MalMeHTOB ¢ pa3BepHYTOH (a3oit
3a00J1€BaHN MX MOKHO OOHAPY)XUTH B OONIACTH CIM3UCTON
000j10uKkH HOca (yame — B 00JIaCTU IEPEeropoiKH, B 30HE
Kuccensb6axa). Teneanrnskra3sun BHICTYNAIOT HAJ KOXKHBIMA
HOKPOBAMH, MMEIOT OBaJIbHYIO, 3Be314aTyio (opmy, OneHe-
10T TIPH HA/IaBJIMBaHUY Ha HUX. OHU MHOJKECTBEHHBI, HX YHC-
JI0 YBEIWYUBACTCS C BO3PACTOM, OJHON M3 XapaKTepHBIX MX
4epT SABJIAETCS KPOBOTOUUBOCTH [7].

Yame Bcero HaYadbHBIM KIMHHYECKAM MPOSBICHHUEM
3a0oNieBaHMsl SBISIFOTCSL PELHIMBUPYIOIINE HOCOBBIE KpO-
BoTeueHHsl. C BO3pPAcTOM MMeeTCs TeHICHIMS K YYaIlCHUIO
remopparuif. OHE MOTyT OBITh YpE3BBIYAHHO YHNOPHBIMH,
MPOOJDKAThCS B TEUEHHE HECKOIBKUX JTHEH 1 Helelb. TshKe-
JIble MacCHUBHBIE HOCOBBIE KpPOBOTEUEHHUs Ipu Oone3Hn Pan-
mo-Ocnepa-Bebepa SBISFOTCS OMACHBIMH JJIST KH3HUA 3THX
nanueHTos [2, 7]. Hepenko KpoBOTEUEHHSI MOTYT OTMEYAThCS
M3 TEeJICaHTUIKTa3Hi Jr000i Ipyroi JoKaau3auu: GpOHXO-
JIETOYHOH, JKEITYJOYHO-KUIICYHOH, M3 MOUYEBHIX ITyTeH U T.X.
[14, 15].

CocynucTble N3MEHEHUs] BHYTPEHHHX OPTaHOB B BHUJIE
TEeNCaHTUAKTa3ui, AaHEBPU3M, apPTEPHOBEHO3HBIX IIIYHTOB 00-
HapY>KHBAIOT B JIETKHX, [IEYEHH, TOJIOBHOM MO3Te M JIPYTHX
BHYTPCHHHX OpraHax. JIero4nsle apTepHOBEHO3HBIC Maib-
¢dopmanuu (ABM) BeisiBisttores 'y 15-50 % mnarmeHToB ¢
6onesnsio Pangro-Ocnepa-Bebepa. Kimmanaeckn oHn MoryT
MpOTeKaTh OECCUMIITOMHO B CIIy4yae IIYHTHPOBAHMS 4epe3
HuX MeHee 25% BeHo3HoM kpoBH. bonee kpynHbie ABM Mo-
TYT MaHH(ECTUPOBATh PE3KNM CHIDKEHHEM TOJICPAHTHOCTH K
($u3nYecKkuM Harpyskam, JIbIXaTelIbHOW HEJI0CTaTOYHOCTEIO,
BTOPHYHON TOTMIUTEMHECH U Jaske JIETOYHBIM KPOBOTECUCHH-
eM. CneyeT OTMETUTB, YTO COCYAUCTbIe Manb(hopManuu B
JIETKUX MOTYT OCJIOXKHSTHCSI HE TOJBKO JIBIXaTEIbHOH HEmo-
CTaTOYHOCTHIO, HO ¥ PAZOM HEBPOIOTHUECKHX ITOCIIECTBHH,
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TaKUX Kak abcIiecchl TOJIOBHOTO MO3ra, TPaH3UTOPHBIC HIlle-
MHUYecKue aTaku, HHdapKTel Mo3sra [16, 17].

Cocyaucteie MaJbOPMAIMK NEUEHH BCTPEYAIOTCS Y
32-84% marmentoB ¢ Gone3nsto Panmro-Ocinepa-Bebepa,
IIPU 3TOM TONBKO y 8% OHM MMEIOT KIMHUYIECKUE IPOSIBIIE-
Hust. [lpy mopakeHWH IIeUeHH, BCIEACTBHE cOpoca KpOBU
13 MIEYCHOYHBIX apTepHuil depe3 apTepHOBEHO3HBIE IIYHTH B
OacceiiH MopTanbHO BeHbI, GOPMUpPYETCs MOpTalibHAs T'H-
TIePTEH3Hs ¥ BOZMOXKHO pa3BUTHE IUppo3a nedenu [1, 13].

BpoxxneHHsle U3MEeHEHHs LepeOpaabHbIX COCYI0B 00-
HapyxuaroTcs y 10-20% nanuentos ¢ HI'T [11, 12]. Onu
MOTYT HpOSIBISATHECS B BHAE TENCAHTMIKTA3UH, AHEBPHU3M,
KaBEpPHO3HBIX aHI'MOM, KIIMHUYECKH HE MPOSIBISTH ce0sl MIIN
BBI3BIBAaTh TOJOBHBIE 00NHM, SMHIENTU(OPMHBIE TPHCTYIIHI,
UIIEMHUIO OKPYXKAIOIINX TKaHEH BCIEACTBHE CHHApPOMa 00-
KpansiBaHus [7].

Jlnaruo3 HacieACTBEHHON reMopparuuecKkon TeIeanru-
9KTa3UM yCTAHABIMBAETCS Ha OCHOBAHHMHU JHATHOCTHYECKUX
kpurepueB Curacao, pazpadoranssix B 2000 r. K HuM oTHO-
cATCS:

*  CIOHTAaHHBIE PEIHAMBHPYIONINE HOCOBBIE KPOBO-
TEUYEHMUS,

*  TENEaHTMIKTa3UH C XapaKTEePHBIM MECTOPACIIONO-
JKeHueM (TyObl, pOTOBast MOJIOCTb, HOC, HAJIBIIbI);

* TOpaXECHHE BHYTPEHHHX OPTaHOB: COCYIVICTHIE
Manb(popMauy B JETKHX, MEYEHH, TOJOBHOM U CIIMHHOM
MO3Te, KEeTyI0YHO-KHIIIEYHOM TPAKTE;

*  ceMelHbIM aHaMHe3: 3a00JeBaHNe y OIU3KOTO PoJI-
CTBCHHHKA.

JlaHHbBIEe TUAarHOCTHYIECKUE IPU3HAKA O3BOJISIOT OTIpe-
JETUTh TUarHo3 KakK «IOCTOBEPHBIH» NMpU HATUYIUU TPeX U
OoJiee KPUTEPHEB, «BEPOSITHBII — HATNYHUE JIBYX KPUTEPHEB,
«COMHUTENBHBIN — IPH HATUIUH OJHOTO KPUTEPHUS U3 BBIIIE
nepeyrcieHHbIX [18].

WHbapKTHI TOIOBHOTO MO3Ta SBISIOTCS CEPbE3HBIM OC-
JIOKHEHUeM, Bo3HUKaromuM y 10-19% naumeHToB ¢ Gones-
Hei0 Panmio-Ocnepa-Bebepa [9]. OcHOBHBIM MeXaHH3MOM
pa3BUTUSL TOPAXEHUH LIEHTPAJIbHOW HEPBHOW CHUCTEMBI B
JAHHOM ClTy4ae SIBJISIETCs MapaJioKcajbHast SMOonus u3 Je-
rouHsix ABM [19]. M3BecTHO, YTO JIETOYHBIC KATMILIAPHI B
(DM3HOJIOTHUECKHUX YCIOBUSX IEHCTBYIOT KaK (GUIBTP IS
BEHO3HOH KpoBH. [Ipn Hanmu4um apTepnoOBEHO3HBIX HIYHTOB
MeJKie TPOMOBI 1 3MOOJIbI, MUHYsI QHIBTPYIOIINI Oapbep, ¢
TOKOM KPOBH MOTYT MONAJaTh B TOJIOBHOH MO3T M BBI3BIBaTh
MIPeXO/sIIHe HapyIIeHHs MO3TOBOTO KPOBOOOpAIEHUS, UH-
(apkTs! Mo3ra, abeneccsl [17, 20]. MHorna mopaxeHue IeH-
TpPaNbHOI HEPBHON CHCTEMBI MOXKET OBITH ITEPBBIM KIIHHHIE-
CKHM CHMIITOMOM Y IaIlMEHTOB C JeroyHsiMu ABM.

Knununyeckoe Habniogexue

B kauecTBe nmpumepa IPUBOIUM COOCTBEHHOE KIIMHH-
Yyeckoe HaOJIOIeHNe TAlMeHTa C YCTAaHOBJICHHBIM B JIETCTBE
nuarHo3oM Oone3nu Panmro-Ocnepa-BebGepa, y kotoporo B
MOJIOZIOM BO3PAcTe Pa3BHINCH HOBTOPHBIE HH(APKTHI TOJIOB-
HOTO MO3ra.

[Mamwment 1., 31 rox, 08.06.2017 nocTynui B HEBPOJIO-
rugeckoe oraeneHne Ne3 PecryOnukaHCKOTO Hay9IHO-TIPAK-
Tuueckoro 1nentpa (PHIIL]) meBponorun u HeHpOXUPYpruu
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¢ ’kano0aMu Ha BBINIAJICHUE TOJIS 3pPSHUS CJIeBa, YacTble HO-
COBBIC KPOBOTeUeHUs. I3 aHaMHe3a M3BECTHO, YTO MalUeHT
COCTOSIT Ha JHCHAHCEPHOM yd4eTe Y reMaroyiora ¢ JHarHo-
30M HACJICJCTBEHHOIl I'eMOpParn4ecKoy TeleaHTMIKTa3HUH.
W3 cemeiiHOrO aHaMHe3a: y POAHBIX Marepu M 0aOyIIKU 1O
MAaTepHHCKON JIMHUM Takxke ObUI BepH(HUIUPOBAH JUArHO3
HI'T. ¥ namero nanuenTta 3a0oieBaHHE MaHU(ECTUPOBAIO
PELUIMBHPYIOINMHA HOCOBBIMH KPOBOTEUSHUSIMHU U ITOSIBIIE-
HHEM TeJIeaHIMIKTa3UH Ha KOXKHBIX IIOKPOBaX KPBUIbEB HOCA,
IleK, KOHYUKOB MaJblieB B Bo3pacTe 25 jeT. 3a mociaegHue 2
rojja HOCOBBIE KPOBOTEUECHUSI YIACTIIIUCE, B PE3YIbTaTe YeT0o
Pa3BUIIACH JKeJIe301e(pUIINTHAST aHEMHUSI.

21.10.2017 ytpoM y mamueHTa OCTPO Pa3BHIIMCH IO-
JIOBOKPYXXEHHE, IIaTKOCTh, BBIMAJCHUE IO 3PEHHS CIIEBa,
TOIHOTa, pBoTa. Co3HaHue He Tepsul. [TanmenT 1. 6611 9KC-
TPEHHO TOCHHUTAIU3HPOBAH B OTACICHHE Ul MAlUCHTOB C
OCTPBIMH HapyHIEHUSMH MO3TOBOTO KPOBOOOpPAIIEHHS C MO-
J03peHHeM Ha MH(papKT ToJI0BHOTO Mo3ra. [Ipu BeImomTHEHNN
komnbproTepHOi Tomorpaduu (KT), a 3areM U MarHuTHO-pe-
30HaHCHOM Tomorpaduu (MPT) romoBHOro mosra auarsos
Oobur monTBepkaeH. CornacHo ommcanuro MP-nportokona,
Ha ypOBHE Menuo0a3aibHBIX OTICIOB MPABOM 3aThUIOYHOM
JIOJTH, C 9aCTHYHBIM PacIpOCTPaHEHNEM Ha BUCOUHYIO OO,
BU3yanu3upoBaics AuGdy3HbIH y4acTOK, C BOBICYCHHEM
KOPTHKAJIFHOTO CJIOS, B BHJE HOBBIIIEHHOTO CHTHanma Ha T2
CKaHax, cHkeHHoro Ha T1, ¢ orpanmuenmeMm auddysun,
pasmepamu 45x28x27 MM. Y4acTOK C aHaJOTUYHBIMH Xa-
pakTepucTHKaMu T PepeHIINPOBaICS Ha YPOBHE JIEBOH re-
muchepbl, YepBs MO3KeUKa, 10 S8x47x37 MM, MPUBOIAIIHU
K IWCIIOKallMM W KOMIpeccHH 4 Kelynodka. 3aKIioueHHe:
MP-nipu3Haku OCTPO-IIOJOCTPOrO HAapyLIEHUs MO3TOBOIO
KPOBOOOpAIIEHHs Ha yPOBHE ITPABOT'0 MOIYIIAPHs TOJIOBHOTO
Mo3ra, JIeBoi remucdepsl Mozxkedka. C LeNbi0 HCKITIOYEHUS
COCYIHCTBIX Malb(hopMalHii TOJIOBHOTO MO3ra IIPOBOJHUIACH
KT-anrmorpadus ronoBHOr0 Mo3ra, KOTopas HE BBIIBHIIA
3HAYMMBIX W3MeHeHU. [Ipy BeINONHEHMH peHTreHorpapun
OpraHoOB TPYIHOH KIETKHM M 3XOKapIuorpaduu MaToIOTHU
BBISIBIICHO He OblT0. Ha (oHe neueHust coctosiHue namueHTa
YIy4IIWIOCH: PErpeccHpoBaNy KOOPAWHATOPHBIE Hapylle-
HHS, JT€BOCTOPOHHSAS TOMOHHMHAs T€MHAHOIICUSI COXpaHsf-
J1ach.

B ¢eBpane 2018 rona manueHT OTMETHII MPEXOISAILYIO
c1aboCTh B J1€BOM HOTe B TEUEHHE HECKOIBKHX MUHYT. 3a Me-
JUIIHCKOH IIOMOIIBIO TOTIA HE 00paIaics.

11.05.2018 ocTpo pa3BUIOCH HApYIIEHHE PEYH MO TUILY
MOTOpHO#H aga3uu, KOTOpOe, CO CIOB HallMeHTa, PerpeccH-
poBaino B TeueHue 2 cytok. 18.05.2017 mammeHT camocTo-
arenbHO BbIMoMHWI MPT romoBHOro mosra, KoTopas BbI-
SBIJIa KapTUHY OCTPO-TIOJOCTPOTrO HAPYIICHHS MO3TOBOTO
KpPOBOOOpaIeHHsI 110 MIIEMUYECKOMY THIYy B MEAMANIbHBIX
OT/IeNIax JICBOM JIOOHOHM oMM, a Takke HaJMYHe KHUCTO3HO-
TIMO3HBIX, TIOCTUIIEMHYECKUX HU3MEHEHHI B MO3XKEUKE U 3a-
TBUIOYHOH J1oie crpaBa. 18.05.2018 narueHT ObUT TOBTOPHO
TOCTINTAIN3UPOBAH B OTAEIEHHE AN MAIUEHTOB C OCTPBIMU
HapYIICHUSIMA MO3TOBOTO KPOBOOOPAIICHUS, /i€ TPOXOJIHII
neuenue B Teuenue 10 cytok. beut ycranosnen quarnos: Ilo-
BTOpHBIN MH(DAPKT MO3ra B JISBOM KapOTHIHOM Oacceiine ot
11.05.2018 ¢ BOCCTAaHOBHMBIM HEBPOJIOTHYECKUM JE(HITH-
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Pucynox 1. KT opranos rpyaHoii kJeTKH ¢ BHyTPHBEHHBIM KOHTPACTHPOBaHHeM y nanueHTa ¢ ABM HuxkHell q1o/m

JIEBOTO JIETKOT0: A — aKkcHaJIbHbIii cpe3; b — 3D-pexoHCTPyKIMSA COCYT0B OPraHOB IPYAHON KJIETKH

toM. Heonpenenennsiif noarun. Ilo3nuuil BoccTaHOBUTENb-
HBII iepuoa uHgapkra mosra B BBBA (21.10.2017), ¢ npaBo-
CTOPOHHEH MUpaMHUIHOI HEeI0OCTaTOUHOCTBIO.

B anmamHe3e JKM3HM: MAIMEHT Pa3BHBAICS COOTBET-
CTBEHHO BO3pAacTy. AJIJIEProJIOTHYeCKHi aHaMHe3 He OTSro-
meH. HaciencTBeHHBIH aHaMHE3: y POXHBIX MaTepu U 0Oa-
OYIIKY [0 MaTePUHCKOI JIMHUM TaKoKe ObUT BepHDUINPOBAH
nuarHo3 6onesnn Panmro-Ocepa-Bebepa.

[Ipu 0OBEKTUBHOM OOCIEOOBAaHMU COCTOSHHE IIaIlH-
€HTa yHOBJIeTBOpUTENbHOE. KOXHBIE MOKPOBBI M BHIMMBIE
cIm3uCThIe O1enHo-po3oBbie. Ha koxke nma, ry0, KOHIIEBBIX
(anaHr maneneB KUCTed OOHApyXKEHBI eIMHUYHBIC MENKHE
TEeNIeaHTUIKTa3uN, KOTOphIE OJEIHEIOT IPH HaJaBINBAHUM.
Temneparypa tena — 36,5 C [J. [Ipu aycKyabTanuu JISTKUX —
JIBIXaHUE BE3UKYISIpHOE, XpHUIOB HeT. YacToTa AprxaHus — 16
B MHUHYTY. TOHBI cep/na sICHbIE, pPUTMUYHbBIE. ApTEpHATbHOE
nasienue — 110/70 mm.pr.ct. UYCC — 74 yn/mun. JXKusot npu
TANBIAAN MATKHN, 6e300e3HeHHBIN. [ledeHs nanpnaropHo
Y [IEPKYTOPHO HE yBEJINUCHA.

Hesponorndeckuii cratyc: OpueHTHpOBaH BepHO. KoH-
TakTy noctyneH. [lamare u kpuTuka coxpaHeHbl. MHren-
JIEKT COOTBETCTBYET BO3pacTy M oOpa3oBaHHIO. UeperHble
HEPBBI: 3padKyl PaBHOBEIHMKHUE, PEAKIMS 3PAadKOB HAa CBET U
KOHBEPIeHIMIO COXPAaHEHBI, JICBOCTOPOHHSSI T'€MHUAHOIICHS,
ITa30ABUTATENIFHEIX HAPYIICHUH, HUCTarMa HE BBISABIICHO.
HocoryOHble cki1aaku CUMMETPUYHBI, SI3bIK 110 CPEIHEH JH-
HUH. Msirkoe HeO0 (GoHHUpYeT, TNIOTOUHBIH pedIeKc KHUBOM.
Hapymenuii peun, rmoTanus He BbisiBIeHO. CHla B KOHEYHO-
CTSIX ocTarodHasi. MBIMIEeYHBIi TOHYC B KOHEYHOCTSIX HE U3-
MeHeH. CyXOXKHIIbHO-TIEPUOCTAIbHBIE Pe(IIEKCHI ¢ BEPXHUX
U HIDKHUX KOHEYHOCTEW paBHOBEJIMKHE, XUBBIC. BpromHeie,
TIO/IONIBEHHBIE PeIeKCH paBHOBEIIUKHE, XKuBHIe. [laTomorn-
YECKUX CTONHBIX 3HAKOB HET. YOEAWTENBHBIX PAacCTPOMCTB
YyBCTBUTEJIBHOCTH HE BBIABICHO. KoopauHaTopHbIE MpoOBI
BBINOJIHAET YAOBIETBOpPUTENbHO. B mo3e Pombepra ycroii-
4yuB. MEHHHT€aIbHBIX 3HAKOB HET.

PykoBOACTBYSICH MEXIYHAPOIHBIMH PEKOMEHIALMSIMHI
no auarHoctuke U yedenuto HI'T [26], ¢ uenbio uckiroue-
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HHS COCYTHCTBIX Maidb(OopManuil B JIETKHUX, OBUIO MPHHATO
pellieHrE BBIMOTHUTH KOMIBIOTepHYI0 ToMorpaduto (KT) op-
TaHOB IPYAHON KIIETKH C BHYTPHBEHHBIM KOHTPACTHPOBAHH-
cM. l_[pl/l NPOBEACHUN UCCIIENOBAHUA 6])1_]'”/1 BBISIBJIEHBI ITPH-
3Haku ABM B HMXHEH 101I€ JIEBOTO JIETKOIO pa3MepaMu ~
29x20 MMm. Akcuanbhbiii cpe3 KT opraHoB rpyaHoi KIETKH U
3D-peKOHCTPYKITHSI COCYIOB TaHHOI 00JIaCTH MPEICTaBICHBI
Ha pHCYHKe 1.

B xone mpoBesieHMsT AaNbHEHIIEro ANArHOCTHYECKOTO
MOMCKa OBIIM UCKITIOUEHBI IpyrHue (GaKkTophl PUCKA Pa3BUTHUSL
nH(}apKTOB MO3ra.

OKI': pur™m cunycoBbli, perymnsapusiidt. YCC 59 B muny-
Ty. YactiuHas 610Kaza npaBoil HOXKKH my4ka ['rca.

XontepoBckoe MouutopupoBanue OKI': ocHOBHOM
PUTM — CHHYCOBBI ¢ YaCTHYHOH OJIOKanOi MpaBOil HOKKH
nyuka ['mca. HamkemymoukoBasi SKTonu4eckas aKTUBHOCTH
COCTOSIJIA U3 2 OXUHOYHBIX IKCTPACHUCTOIL.

Oxokapauorpadus: kamepbl cepiua He pPacIIUpEHbI.
ITpu3HakoB J1eroyHOl runepreH3uy Het. IIponarc MUTpab-
Horo knanaHa I crenenu (3,5 Mm), perypruranun Het. Peryp-
TUTaNys KiarnaHa JeroyHol aprepuu | cremenu. Peryprura-
IS TPUKyCTIUAaIbHOTO Kianana I crenenn. CokparurenbHas
CIOCOOHOCTh MHOKap/ia JICBOT'O JKEJIyA04YKa B [IOKOE HE Hapy-
mreHa: ¢paxmnus BeiOpoca — 65%. JlobaBodyHas monepedHas
XOpJa B CpeHEN TPETH JIEBOTO JKEIYJOUKa.

Y3U opraHoB OpIONIHOW ITOJNIOCTH: CIUICHOMETAJIHSL.
JloGaBouHast 1O CENIE3EHKH.

JlyruiekcHOe CKaHHpOBaHME C LIBETOBOM U CIEKTpalib-
HOU mommeporpaduell OpaxuoredarbHbIX apTepUil U BEH;
TKJC: nedopmanus npaBoil MO3BOHOYHON apTEepUH B Cer-
MeHTe V2, ypoBeHb C3-C4 ¢ nOKalbHBIM IeMOAMHAMUYE-
ckuM cBUToM. CHIDKEHHE JMHEHHOW CKOPOCTH KPOBOTOKA
T10 JIEBOW CpeAHeN MO3roBOM apTepuH.

OOumii aHanu3 KpoBH: 3puTpounTsl — 5,81x1012/m,
remornobus — 118 1/, remarokpur — 41,8%, TpoMOGOLIUTHI —
202x109/1, COD — 3 MM/4.

BHOXUMHYECKHIA aHATU3 KPOBHU: 00Ut Gemok — 78,5
/11, o01mit 6MIMpyOHH — 8,8 MKMOJIB/JI, IpsIMON OHIIHPYOHH
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PucyHok 2. AHruonmy1bMoHOrpagusi ¢ KOHTPACTHPOBAHUEM HUKHEH BeTBM JIeBOH JIerOYHOM apTepuu: A — JerouHas
apTEepPHOBEHO3HAs COCYIHCTast MaTb(opMaNus 10 NPOBeACHHS IHA0BACKYIAPHOIT SMOom3anuu; b — pesyabTar 3m00-

JIM3aLMM NUTaKUIeii Maab(opMaluio apTepun

— 1,3 MKMOJIB/11, HENPsIMOH OHIMpPYOHH — 7,5 MKMOJIB/I, JKe-
ne30 — 33,3 mxmons/1, ACJIO — 117,1 ME/mn, CPb — 0,94
MI/J1, peBMaTouHbIN dakTop — 6,6 ME/Mi1.

Koarynorpamma: 6e3 maronorun.

OO1uit aHaJIN3 MOYH: 6€3 NaTOJIOTUH.

AHanu3 KpoBH Ha aHTU(OCHOIUITHIHEIA CHHIPOM: OT-
pULaTEIbHbIN.

Amnanus kpoBu Ha antutpom6OuH II1: 122 % (Hopma 83-
128).

Amnanu3 xposu Ha mporeuH C: 121,16 % (mopma 70-
140); mpotenn S — 87,35 % (Hopma (74,1-146,1).

KoHcynpranust TepamneBTa: HacleICTBEHHas TeMoppa-
ruyeckas TeneaHruskrasus (bonesnp Panmro-Ocnepa-Bebe-
pa). Yacteie HOCOBBIE KpoBoTeueHHA. KenesomepuuuTHas
QHEMMs JIETKOW CTETIeHH.

Odranemonor: [lone 3penus: xuHetnka — OD BEI-
naJeHHe HOCOBOW IOJOBHHBI IOJISI 3PEHUSI C COXPaHEHHEM
neaTpanbHbIx 10-20 rpamycos, OS BbImaseHne BUCOYHON
TIOJIOBUHBI ITOJIS 3PEHHUS C COXpaHEHHEM LeHTpanbHbIX 10-20
rpasycos, cysxeHue 10 rpasycoB ¢ HOCOBOM, HUXKHE-HOCOBOM
CTOPOHBI. 3aKITIOYEHHE: IEBOCTOPOHHSSI TOMOHUMHAS TeéMHa-
HOTICHSI.

KoHcynsranust TOpakaabHOTO XHpypra: PeKOMEHJ0Ba-
Ha aHTHOITYIEMOHOTpadusi C 1IENbI0 ONpeeIeH s KaluopoB
COOOMIAIOMUXCS TTATOJIOTHUECKUX COCYJOB M OIPENeNICHUS
BO3MOXKHOCTH TIOCTaHOBKH 3H/I0BAaCKY/ISIPHOTO OKKIIOZEPA B
MIaTOJIOTHYECKOe COOOIICHHE.

TaxkuMm 0Opa3oM, Ha OCHOBaHUH Kano0, JTAHHBIX aHAM-
He3a JKM3HH, HACJEACTBEHHOIO aHaMHe3a, TeYeHHs 3abole-
BaHMS, JaHHBIX OOBEKTHBHOTO ¥ HEBPOJIOTMYECKOTO CTaTyCa,
Pe3yABTaTOB MHCTPYMEHTAJIBHBIX U J1JAOOPAaTOPHBIX METOIOB
HCCIEN0BaHUN HaMHU OBbUI YCTAQHOBJICH KIMHHYECKUIl Iua-
ruo3: IloBTopHbIH HH(ApKT Mo3ra B JIEBOM KapOTHIHOM
Oacceitne ot 11.05.2018, ¢ mpexoasummMu ahaTHIeCKUMH Ha-
pYyLIEHUSIMH, paHHUH BOCCTAHOBUTEIbHBIN nepuos. MHoxe-
cTBeHHbIe MH(apKThl Mo3ra B BBBA (21.10.2017) B mpaBoii
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3aTBUIOYHOM /0JI€ U JICBOM IONYIIApUH MO3KEUKA, IMOOIH-
YECKOro IeHe3a U3 apTepUOBEHO3HOH MallbhOopMaIluy HIK-
HEW JIONM JIEBOTO JIETKOTO, C JICBOCTOPOHHEH TOMOHUMHOI
TEMHAHOICUEN, MO3IHUI BOCCTAHOBUTENbHBIN nepuoa. Ha-
CJICIICTBEHHAsl TeMopparnyeckas TejaeaHrnIkTazus (0one3Hn
Panmro-Ocnepa-Bebepa). XKenesomedunurHas aHemus Jier-
Koit cTenenu. YacTble HOCOBBIE KPOBOTEUCHHUSL.

B pesynmbrare BRIMONHEHUS B yCIOBHUAX PecrmyOnmkan-
CKOTO Hay4YHO-TIPAKTHYECKOTO IIEHTPa JETCKOM XHUpYypruu
aHruomynsMoHorpaguu 26.06.2018 . B J1eBOM JIerKOoM Ta-
IeHTa OblJa BU3yaldM3MPOBaHA BHYTPHJIETOYHAs apTepH-
OBEHO3Hasl cocyaucTas Maib(opmanus. JloctymoMm uepes
npaByio OeIpEeHHYI0 BEHy MO KOHTPOJIEM PEHTTEHOCKOIINI
OblIa MPOM3BEACHA CEICKTUBHAS KaTeTepU3aLusl MHUTaoLIeH
Malb(opManuio apTepun, JHaMeTp KOTOPOi COCTaBIII OKOJIO
4,5-4,7 MM, ¢ Tocneayome IMIUTaHTallue B Hee YeThIpex
cimpaneit s smoonuzanmu COOKTM pasmepom 5x5 M.
HtoroM mpoBENEHHBIX MaHUMY/ISALUHA SBUIACH MONHAS M-
Oonm3alys BHYTPHICTOYHON apTEepHOBEHO3HON COCYIUCTOM
Manb(opmanmu. Pe3ynbraTel 3MOOIHM3aMK TIPEACTABICHB
Ha PUCYHKeE 2.

3aknioyenne

IlopaxeHne UEHTPadbHONM HEPBHOM CHUCTEMBI NpU
HI'T mMoxeT OBITH NEpBUYHBIM, KOIZa B TOJIOBHOM M CIIMH-
HOM MO3T¢ 00HApYXKHBAIOTCS COCYIUCTHIC MaJb(opMannu, 1
BTOPHYHBIM, KOT/Ia BCJIEACTBHE MapagoKcaIbHOH 3MO0Inu 13
nerodsslx ABM pa3BHBaroTCs TPaH3UTOPHBIE NIIEMUYECKHE
aTaky, HH(APKTHI, abciecchl roIoBHOTo mo3ra [21].

WnudapkTsl Mo3ra SBISIFIOTCS YacTBIM OCIIOKHEHHEM
HI'T u pa3suBarorcs y 30% nanuenTtos ¢ neroudsivu ABM
[22, 23]. BaxHO OTMETUTb, YTO JIETOUHBIE COCYAUCTHIE aHO-
MaJli{ MPOTPECCUPYIOT C BO3PACTOM H IPH €CTECTBEHHOM
TEUCHHH MOPOKa MPOTHO3 3a00J1eBaHKs OOBIYHO HEOIAronpH-
SATHBIN, 0coOeHHO nipu couetanuu ¢ HI'T [24, 25]. Kommbro-
TepHasi ToMOrpadust SBIAETCS BHICOKOUYBCTBUTEIBHBIM Me-
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TOAOM AuarHoctukd ABM, nmockonbKy HO3BOJSET OLIEHUTH
AHTHOAPXHUTEKTOHHUKY COCYHOB. [IaHHBI METOH PEKOMEHIY-
0T MCIONB30BaTh B KaYeCTBE CKPUHUHTA B CiIyyae OOJIe3HU
Pangro-Ocnepa-Bebepa [26]. OCHOBHEIM METOIOM JIEUEHHUS
SIBIISIETCS. XUPYPTUYECKasi PE3eKIHs COCYAUCTON aHOMAJIHU
nm ee smOom3anms [27]. OnTHMAaIbHBIM CYMTAETCsT 3MO0-
JU3aIMs THUTAIOMIET0 COCyla apTePHOBEHO3HON aHOMAIUH,
CONPOBOXKIAIONIAsICA 3HAUUTEIbHO MEHbILIECH 4acTOTOM oc-
JNOXHEHNH. B kauecTBe 3MOOIM3MPYIOIIETO MaTepHana Hc-
MOJIB3YIOT PA3IMYHOTO TUIA CIUPAIH U OKKIIO3HPYIOIINE
ycTpoiictsa [28].

CorracHO MEXIYHapOAHBIM PEKOMEHAAIMSM IO Tha-
rHocTuke u yedeHuro HI'T, Beibop nerounoit ABM mist am-
0oNM3aIK OCHOBBIBACTCS HA AMAMETPE MMUTAIOIIEH apTepHu.
OOBIYHO OH COCTABISCT 3 MM WJIH 00Jice, XOTS BO3MOXKHA U
sMmbonm3anust ABM ¢ mramerpoM nuraroniei apTepun MeHee
3 mM. OnucaHbl ciiy4an pa3BUTHS apagoKcalIbHOM IMOOIUU
u3 neroynbix ABM, rne nuamerp nuraroiiel aprepuu co-
craBysu1 MeHee 3 MM [29].

[Manentam mocie smOonu3anuu Jierodnbix ABM pe-
KOMEHJIOBAHO JOITOCPOYHOE HAOIIONCHNE, 3aKITI0Yat0IIeecs
B NpoBeieHnU KoHTponbHOM KT-anruorpadun nerkux yepes
6-12 mecsues, 3aTeM [ kaxJele 3 roja, ¢ LUEJIbIO CBOEBpE-
MEHHOTO BBISIBIECHU HOBBIX ABM, a Taxoke ¢ 1Iebi0 HCKITIo-
YCHUs peKaHaIu3auu 3Moonu3upoBanusix ABM [30].

Takum oOpa3oM, Hame KIMHHYECKOE HaOmoneHne
JIEMOHCTPUPYET PEAKHU CIly4yail pa3BHTHS I1epeOPOBACKY-
JISIPHBIX OCIIO)KHEHHH Yy MOJIOIOTO TAalMeHTa ¢ OOJE3HBI0
Pannro-Ocnepa-Bebepa, NpuunHON KOTOPBIX SBHIACH OOHA-
pyxeHHas nipu nposenernu KT-anrnorpadun opranos rpya-
HOM kieTku Jerounast ABM. JlanHbli ciy4aii yKa3sIBaeT Ha
HEOoOXOIMMOCTh TIIATEILHOTO 00C/IeIOBaHUS M HAOIIOACHUS

3a nanuentamu ¢ HI'T. B nensix paHHero BBIABICHUS COCYIH-
cThIX Manbpopmaruii y narueHToB ¢ HI'T 1 cBoeBpemMeHHO-
r0 Ha3HAUCHUS TEPaInH Ul NPEJOTBPAICHNS BO3ZMOXKHBIX
CephE3HBIX IEPEOPOBACKYIISPHBIX OCIOKHEHUI MBI PEKOMEH-
nyeM obsi3arenbHoe BelonHenue KT-anruorpadum nerkux B
KauecTBEe CKPHHUHTOBOTO METO/IA. M
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