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Ymounenue smuonoeuu uwemuueckoeo uncysoma (MH) 6 monodom eo3pacme (om 18 do 45 nem) seasemcs kpaiine caodicHoll 3adayeti u3-3a
8bICOKOI YaCcMOmMbl peOKUX NPUYUH, MAN0 3HAKOMbIX He8poa0eam. B uucie maxux npuvun napadoxcanshas sm60aus u3 1€204HOlU apmepuo-
6eHo3HOU manvghopmayuu (ABM) — o0dHoeo u3 nposerenuii HacaedcmeenHoll eemoppacuveckoil meaeaneusxkmasuu (HI'T). Juaenocmuxa
HI'T-accoyuuposannvix necounvix ABM u HH — mnozosmannas 3adaua, mpedyouas nepcoHatu3upo8anto20 MyabmuoUCUUnIuHApHO20
nooxoda ¢ nposedeHuUeM 8bICOKOMEXHOAOUUHBIX YAbMPA3BYKOBbIX, MOMOSPAPUYECKUX U eHeMUYECKUX Memodoe oocaedosarus. B cmamove
paccmampueaemcst KAUHUYeCKUull cay4aii nayuenma monodoeo éo3pacma ¢ HI'T, nosmoprvimu MU no mexanusmy napadokcanvroii amboruu
u3 necounvix ABM; obcyxcdaromes éonpocwt duaecnocmuku, aeeHus U npopuiaKkmuky KaKk 0OCHOBH020 3a001e8aHUs, MAK U HOGMOPHbIX COCY-
ducmbix cobbimull.
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A rare cause of stroke at a young age: ischemic stroke by the mechanism
of paradoxical embolism in a patient with hereditary hemorrhagic telangiectasia
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Clarification of the aetiology of ischemic stroke (1S) in young adults (aged between 18 and 45 years) is an extremely difficult task, as rare caus-
es that are hardly known to neurologists are very common. One of these causes is paradoxical embolism due to pulmonary arteriovenous mal-
Jormation (AVM), one of the manifestations of hereditary hemorrhagic telangiectasia (HHT). The diagnosis of HHT-associated pulmonary
AVMs and 1S is a multistep task that requires a personalized multidisciplinary approach using high-tech ultrasound, tomographic and genetic
examination methods. This article discusses the clinical case of a young patient with HHT and recurrent IS through the mechanism of para-
doxical embolism from pulmonary AVMSs; issues of diagnosis, treatment and prevention of both the underlying disease and recurrent vascular
events are discussed.
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HMmemuueckuii uHcynst (M) B Momomom Bo3pacte atuonorueit (15—40%), cCHUXEHUWEM YaCTOTHI apTepUATbHOMN
(18—45 nert) cocrapnsier 10—15% ot o6iuero yuciaa MU Bo Beex TUIIEPTEH3UU U aTepocKiiepo3a Kak npuuuH MU B monb3y MHO-
Bo3pacTHbIX rpynnax [1]. BoissBienue npuuuH MU y mosnoabix JKECTBa PEBMATOJIOTMYECKUX, TEHETUYECKUX U UH(MEKLIMOHHbIX
MalMeHTOB BbI3bIBAET TPYAHOCTU B CBS3M C BBICOKOHW IoJeit MPUYMH, B TOM YUCJIE PEIKUX U MAJIO3HAKOMBIX HEBpoJioraM [1].
KPUIITOTEHHOI'O WHCYJIbTA, T. €. MHCYJIbTa C HEYCTAaHOBJIEHHOM HuarHoctuka MM y MOJOABIX MAalIMEHTOB TPEOYET MepCcoOHAIU-
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Puc. 1. Cmpyxmypa npuuun HH 6 mosodom eospacme, vi1645eMblX npU NOIMANHOU OUGCHOCIUKE
8 YCN08USAX BbICOKOCNEYUANUSUPOBAHHO20 MEOUYUHCK020 YupecoeHus [ 1, 2].

CMAJI] — cymounoe monumopupoganue apmepuanvioco oaeaenusi; ICMAL — dynaexchoe ckanuposanue
Maeucmpanvivix apmepuii 20106vt; DK — anexmpoxapouoepagpus; IxoKI — sxoxapouoepaghus
Fig. 1. Structure of the causes of IS at a young age identified during
a staged diagnosis in a highly specialized medical facility [ 1, 2]

3UPOBAHHOTO MYJIBTUAMCLUIUIMHAPHOTO TMOAXOIA B YCIOBUSIX
BBICOKOCTIEIIMATM3UPOBAHHOTO MEAUIIMHCKOTO YUPEXKICHUS
(puc. 1) [2].

Ot 9 no 25% cnyyaeB UM COOTBETCTBYIOT KPUTEPUSIM
9MOOINIECKOTO WHCYJIbTa U3 HEYCTAHOBJIEHHOTO MCTOYHUKA
(embolic stroke of undetermined source, ESUS): nHanmnuue
KPUIITOT€HHOTO HEeJIaKyHapHOTO WIIeMUYeCKOro ovara, OT-
CYTCTBME DKCTpa- W MHTPaKpPaHUAJIbHBIX CTEHO30B MarucT-
paJIbHBIX apTepuii ToyoBbl (C cyxkeHueMm mnpocsera Ha 50%
u Gosiee), OTCYTCTBUE KapAUaJbHbIX MCTOYHUKOB 3MOOJINU
BbIcOKOTO pucka [3, 4]. ESUS uvaiie BO3HUKAET y MOJIOJIBIX
JIAL] MYXCKOTO MOJia C PelKON BCTPEUaeMOCTbIO COCYIUCTBIX
GakTOpoOB pucKa M XapaKTepHU3yeTcsl BBICOKON YacTOTOU pe-
LUAUBOB |35, 6].

Onnott u3 nmpuunn ESUS gBnsieTcss HacnencTBeHHast re-
mopparuyeckasi teneaHrnskrazusg (HI'T, cunH. Gone3Hp Pan-
mo—Ocnepa—Bebepa) — penkoe reHetmyeckoe 3abojeBaHUE
C ayTOCOMHO-JIOMUHAHTHBIM THUIIOM HACJIeIOBAHUSI, TIPU KOTO-
pPOM MYTallMU B TeHaX, 3aeICTBOBAHHBIX BO BHYTPUKJIETOUHOMI
CUTHAIM3ALUMN CEMENCTBA LIUTOKMHOB TPaHCHOPMUPYIOILETO
daxkropa pocta 3 (TGFp), nmpuBonsr K 00pa3oBaHUIO MHOXECT-
BEHHBIX COCYIMCTBIX AMCIUIA3UI, MPOSIBISIOIIUXCS OCTPBIMU
U XPOHUYECKUMU KPOBOTEUEHUSIMU, apTEPUOBEHO3HBIM ILIyH-
TUPOBaHUEM KPOBM C OclOXHeHusiMu [7]. BojesHb Ha3zBaHa
B U€CTh aBTOPOB MEPBBIX TPEX OMMCAHUI CEMEWHBIX CITy4aeB me-
PUOINYECKUX HOCOBBIX KPOBOTEUEHUU CO MHOXECTBEHHBIMU
TeJICAaHTUAKTA3MSIMM Ha KOXe M CIM3UCTHIX 000109Kax [8§—10];
Tmo3aHee ObUT BBEIEH TEPMUH «HACJIEACTBEHHAs] TeMopparmie-
cKag TejeaHruskTasus» [11].

CoryacHO JaHHBIM JIUTePaTyphl, PaclpoCTPaHEHHOCTh
3a0o0JieBaHUsI olleHUBaeTcsl Kak 1 ciayyaii Ha 5—10 Thic. Hacese-
HUS. DNHUIEMUOJIOTMYEcKas HEONpPENeJeHHOCTh O0YyCIOBIeHa
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HEIOJIHOM, BO3PacT-3aBUCUMON TEHETPAHTHOCTBIO MYTallWiA.
Cpennuit Bo3pact Mmanudectaunu HI'T — 12 neT, k 21 rogy Kim-
HUYECKUE MPOsIBIICHUS 3ab0eBaHust uMetoTest y 90% Hocute-
neit myrtaruit [12]. Haubonee BbICOKasi pacripocTpaHEHHOCTb
HI'T ormeuaercs cpenu adpo-kapuOCKOro HaceJIeHUsT OCTPO-
BoB bonaiipe n Kiopacao [12].
JInarHO3 HacJIeJICTBEHHOW IreMOpparndecKoil TejleaHTu-
9KTa3WM YCTaHABIMBAIOT HA OCHOBAHUMW KJIMHWUYECKUX KpUTE-
pueB Kiopacao, onyoaukoBanHbix B 2000 1. [13]:
1) HOCOBbIE KPOBOTEUEHMSI;
2) MHOXECTBEHHbIE TeJeaHTUIKTa3uu ryd, poToBOil Mo-
JIOCTU, MAJbLEB, YIIHBIX PAKOBUH, MOJOCTH HOCA;

3) mopaxkeHWe BHYTPEHHUX OPraHOB — TeJI€aHTUIKTAa3UU
B XETyIOYHO-KUIIEYHOM TpPaKTe, OpraHaX IbIXaHWs,
C KpPOBOTEUEHUEM WM 0e3 Hero, apTepruOBEHO3HBIE
Manbdopmaruu (ABM) B JIerKux, Me4eHU, TOJTOBHOM
MO3Te U IPYTUX OpTaHax;

4) cemelinblii aHaMHe3 (Hamuune roaTBepxxaeHHoit HI'T
Y POACTBEHHUKA ITEPBOIA CTETICHU POJICTBA).

Jnarno3 HI'T moxer ObITh yCTAHOBJICH NMPU HaJUYUK
JOOBIX TpeX U3 MPUBEAEHHBIX KpuTepueB. [1py Hanuunuu aByX
KPUTEPUEB JUArHO3 OIpeesisieTcsl KaK BEPOSITHbINA, MPU Ha-
JIMYUU OHOTO KPUTEPUs JaHHOE 3a001eBaHNe MaJTOBEPOSITHO
[14]. Kputepun Kiopacao o61a1ar0T HU3KOM YyBCTBUTEIbHO-
CThIO y MalMeHTOB A0 15 et [15]. g Bepudukanum nuarHo-
3a HI'T mpumeHsieTcsi reHeTMdeckKasl AuUarHOCTHMKA. boiee
90% naiueHTOB ¢ reHeTHYecKu noaTeepxkaeHHoit HI'T coor-
BETCTBYIOT KJIIMHUYecKuM kputepusm Kiopacao x 40 romam
[12]. TeneTnyeckast IMarHOCTUKa MOKa3aHa MOJIOABIM TIAllH-
eHTaM (0COOEHHO AeTSIM 10 15 JIeT) ¢ OTCYTCTBUEM KJIMHUYE-
CKUX TIPOSIBIICHUI 3a00JieBaHUST TIPU HAJTWYUU Y POIUTENICH
HI'T [16].
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Boinensior asa tunna HI'T. HI'T 1-ro Tumna, BeI3BaHHBIN
MyTallMsIMU B TeHe aHaorauHa (ENG) — MeMOpaHHOTO TJIM-
KOMpPOTEeMHa B COCTaBe peuenTopHoro komruiekca TGFS, nu-
arHoctupyetcst B 57—61% cnyuaes [17]. laHHBII TUTT acco-
LIMMPOBAH C PAHHUM Pa3BUTUEM HOCOBBIX KDOBOTEUEHUIA, Jie-
royHbix u 1epedopanbHbix ABM [18]. HI'T 2-ro tuma, BbI-
3BAHHBIM MyTalUMsSIMM B TeHE PELEeNTOPHONM KHUHa3bl
(ACVRL1), Bctpeuaercs B 37—43% cinydaeB. OH XxapaKkTepu-
3yeTCsl pAHHUM Pa3BUTUEM KOXHBIX T€I€AHTUIKTA3UN U Te-
yeHOoYHBIX ABM [19].

O6HapykeHbI Takke 6oJee penkue Buabl HI T-mogo0HbIxX
CHUHAPOMOB (0KO0JIO 2% OT OOIIETo YKCIa CliydyaeB), BhI3BaAHHBIC
MyTtauussmu B reHax GDF2 v MADH4. Bce onvicaHHbBIe BBIIIE Te-
HBl YYacCTBYIOT B MOJIEKYJISIDHBIX TYTSX, acCOLIMUPOBAHHBIX

¢ peuenTtopoM cyrnepcemerictBa 6eskoB TGFp (puc. 2). dedekr
BHyTpukJieTouHoii TGFp-accounupoBaHHOW cUTHaIU3aLUU
B DHIOTEJIMOILMTAX MPUBOIUT K HapyIIeHWIO (HOPMUPOBAHUS
COCYIMCTBIX CTEHOK. HernpaBuiibHasi opraHuU3alusi CTPYKTYpPbI
COCY/IOB B YCJIOBUSIX TTOCTOSIHHOTO BHYTPUCOCYAMCTOrO HaBjie-
HUS COMpPSIKEeHa C pacIIMPEHUEM BEHYJ U apTEPUOJI C TTOCTeLy-
IOILLIMM Pa3BUTUEM KPOBOTCUEHUI U apTEPUOBEHO3HbBIX IIIYHTOB,
nerpaganyeit Kamwuisipos [12].

Hau6onee yacto npu HI'T BcTpeualoTcss KIMHUYECKUE
nposiBieHust JerouyHsix ABM [21]. Ina HI'T xapakrepHo Ha-
JINYMe MHOXKECTBEHHBIX, IBYCTOPOHHUX JIeTouHbIX ABM mipe-
MMYIIECTBEHHO B OCHOBAaHWU JIETKUX. BOJBIIMHCTBO Jierou-
HbiXx ABM coxpaHsItoT cTabubHbIe pa3Mepbl, OJHAKO OKOJIO
25% w3 HUX MeIIeHHO yBennuuBalores (Ha 0,3—2 MM B Toj)
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Puc. 2. Cxema 83aumodeiicmeus npodykmog eenos, accouyuuposanuvix ¢ HI'T (HI'T 1-e0
muna; HI'T 2-e0 muna; HI'T, couemannas c oéenunvivim noaunosom; HI'T-nodobmwiii
cundpom), 6 cocmase peyenmoproeo komnaexca TGF[3 (adanmupoeano us [20]).

I — ceazvieanue yumorkuna BM P9 ¢ peuenmoprnuim komniaexcom b6eakoeé TGFp;

11 — ¢hochopunuposanue SMAD-6eako6 1, 5, 8 peuenmopnoii cybsedunuyeit I muna;
11 — dumepuzayus gocgopuruposannsvix SMAD-6eaxoe 1, 5, § ¢ 6eaxom SMAD4;
1V — peeyasyus mpancKkpunyuu 2eHo8 KAemo4Hoeo 0eleHus
u pocma SMAD-dumepamu 6 sdpe
Fig. 2. Schematic of the interaction of gene products associated with HHT
(HHT type 1; HHT type 2; HHT combined with juvenile polyposis;, HHT-like syndrome)
as part of the TGF-p receptor complex (adapted from [20]).

1 — Binding of the cytokine BMP9 to the TGF-f3 receptor complex; 11 — Phosphorylation
of the SMAD proteins 1, 5, 8 by the type [ receptor subunit; 111 — Dimerization
of the phosphorylated SMAD proteins 1, 5, § with the SMAD4 protein; IV — Regulation
of the transcription of cell division and growth genes by SMAD dimers in the cell nucleus
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U TpeOyIT NUHAMUUYECKOTo HalOtozae-
Hus. Ko BTOpOMY A€CATUICTUIO XXU3HU
MPOUCXOAUT KIMHUYECKU 3HAYMMOE
yBeIMYeHUe pasmepa Maiabdopmanuii
C MOBBILLIEHUEM 00beMa HIYHTUPYIOLIe-
ro KpoBOTOKa, y 15—50% mnauueHTOB
OHO TPOSIBJISIETCS] XPOHUYECKOU TUIIO-
KCUeil ¢ KOMIIEHCATOPHBIM SPUTPOLIM-
to3oM [22]. [lapagokcanbpHass TpoMOO-
sM0Oo0siug yepes JjerouHsie ABM npuso-
IUT K PAa3BUTHUIO MUTPEHO3HBIX T'OJOB-
HbIX Oojiedl [23] U MOBTOPSIOIIMXCS
OCTPbIX HapyllleHU I MO3rOBOIO KPOBO-
oOpaueHust [24].

Ipodpunaktuka MM y mauueHTOB
¢ HI'T npousBoauTcsi B COOTBETCTBUU
C OOHOBIEHHBIMU MEXAYHAPOIHBIMU
peKOMeHIAUsIMU TI0 JICUSHUIO U 1Mar-
Hoctuke HI'T [7]. Bcem nauumentam
C IMAaTHO30M BEPOSTHOUW WJIN TIOATBEP-
xnenHoit HI'T pekomeHm0BaHO TpoBe-
NleHNe TUAarHOCTUKY Ha HAJIMYKE JTeTOd-
HbIX ABM, 3010TbIM CTaHIApPTOM Juar-
HOCTUKM SIBJISIETCS KOMITBIOTEPHO-TO-
morpaduueckas (KT) aHrnonyabMoHO-
rpacus. st Xupypruyeckoro jJeyeHus
METOIOM BBIOOpPA SIBIISIETCSI UPECKOXK-
Hasl KaTeTepHasi aMOoJioTepanust nuTa-
IOIIIMX COCYN0B JierouHoii ABM ¢ momo-
LIBIO CTIeLUATbHBIX CIIUpaieil u ApyTux
yctpoiicTB. IlokazaHuem K 3mOoJ0TE-
pamuu SIBASETCSI AUaMeTp THUTaloleit
aprepuu JjeroyHoit ABM >2-3 wmwm,
a Takke Jo0ast KIMHUYECKU SIBHAs Jie-
rouHas ABM [7, 25]. Tlpu stoM BO
MHOTMX UCCJIEIOBAaHUSX PEKOMEHIYET-
csl aMOoM3alusl Bcex aHruorpaduye-
CKM BUAMMBIX JieToUHbIX ABM BO Bpems
MepBOHAYaJbHON MPOLEAYPHI, TaK KaK
MOKa3aHo, YTO LepedparibHble OCIO0X-
HEHUsI MOTYT BO3HUKATh MPU AUAMETPE
nuTatoiiero cocyna ABM <2—3 mwm [7,
26]. Dmbonu3anus MaabOOpMaLi Cy-
IIECTBEHHO CHIDKAET PUCK TPAH3UTOP-
HBIX UTIIEMUYECKUX aTaK, UIIEMUIECKO-
ro WHCYJIbTa, aOCIIECCOB TOJIOBHOTO
MO3ra, CBSI3aHHBIX C TPaBO-JIE€BbIM
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wyHTupoBanueM kposu (p=0,028) [27]. OnHako, HECMOTpPS
Ha MpOBeNeHNEe HA0BACKYJISIPHOTO JICUEHUS, MOXET Ha0JII0-
natbesl perniepdysuss ABM uiu yBeluueHue B paszMmepax
«CKpBbITBIX» ABM, B CBSI3M ¢ 4eM PEKOMEH/YyeTCs TTOBTOpHAs
KT-anrnomnyibmMoHorpadus B TedeHue 6—12 Mec mocie sM-
bonoTepanuu, 3aTeM Kaxabie 3 roaa. Jlo u rocie npoBeaecHust
XUPYPIrUYECKOTO JICUEHHUs B Ka4yeCTBe MeToaa MpOoUIaKTUKKA
WU nipu Hanuuum nerouHbix ABM nmanuuentam ¢ HI'T HazHa-
YyaeTcsl aHTUKOATyJIsSHTHas Tepanus (BaphapuH WU HOBBIC
OpaJibHbl€ aHTUKOATYJISHTHI) [7].

Huke mipencraBieH KITMHUISCKUH CTydail peliiauBUPYIO-
mero MU y manmeHTa MOJIOI0TO BO3pacTa, y KOTOPOTrO TMarHO-
CTHUKA OCHOBHOTO 3a00JI€BaHUSI U BBISICHEHUE €ro 3TUOJIOThYe-
CKOI B3aUMOCBSI3U ¢ nepeHeceHHbIMU MW moTtpeboBaiu Tina-
TEJbHOrO 00c/ieIoBaHUS Ha 0a3e CrelualIu3upOBaHHOIO HEB-
POJIOTMYECKOTO CTallMOHapa.

Hauyuenm M., 21 200a, nocmynua 6 3-e He8poiocuueckKoe
omdenenue Hayunoeo uenmpa neeposoeuu (HI[H) ¢ scarobamu
Ha HewemKoCcmo peyu, GblpadiceHHYI0 cAabocmb 6 NPagvixX KOHed-
Hocmsax. M3 anamuesa uzgecmuo, ymo ¢ 0OUWKOAbHO20 803pacma
peeyasapro (1—2 pasza 6 Hedear) becnokouiu CHOHMAHHbIE HOCO-
8ble KposomeueHus. B eospacme 12 nem 603nuiaa ocmpas Heepo-
A0euyeckas CUMnMOMAamuKa 6 sude oepa-
HuyeHus neewvlx noneil 3penus. Ilpu mae-
HumHo-pe3onancroil momoepaguu (MPT)
20/108H020 M032a OblN GbIAGAEH 04aA’2 Uule-
Muu 8 npasoil 3amvlA04HOU obaacmu
(puc. 3, a), no daunveim M P-aneuoepa-
@uu — cyacenue npoceema npasoii 3aomeil
M0320801 apmepuu. Ixokapouoepagus
U aGHanu3bl Kposu HA GaKmopsl ceepmoi-
8aHUsl, eeHeMU1ecKull aHaau3 Ha mpomoo-
Quauu He 6bI8UAU NAMONOSUHECKUX U3-
menenuil. [Ipuuuna uncyaoma ycmatnosne-
Ha He Oblna. 3peHue nocmeneHHo 80ccma-
HOBUNOC.

C gospacma 15 nem oebromuposana
2nU300U1ecKas MuepeHs cO 3pUmenbHoll
aypoii ¢ wuacmomoii 1—2 pasa é nedearo.

B okmsaope 2021 e. ¢ 6o3pacme
20 nem 60 8pems HOuHO20 60Opcmeo8a-
HUs 0CMPo pa3eunucs cAabocms 8 NPAgvix
KoHeuHocmsx, Hapyulenue peyu. boin 00-
HapyceH pooumensimu, dKCMpeHHo 20C-
nUManu3uposan 8 CMAayuoHap no mecmy
Jcumenscmea. B negposoeuveckom cma-
myce omme4aiucy ceHcoMomopHas aga-
3uUsl, UYeHMpAanbHulil nape3 Moy AUYA
U A36lKa cnpasa, NPagoCmopPOHHAA 2eMu -
naeeusi. Ha MPT 2onoenoeo mosea 6 pe-
acume T2 FLAIR susyaauzuposancs o6-
WUPHBLIL 04ae uwemuu 6 bacceline 1€6biX
nepedneil u cpedHeil M03208blX apmepuil
(puc. 3, 6), npu aneuoepaguu cmeHo-oK-
KAI03UpYyIoweeo  nopajceHuss UHmpa-
U IKCMPAKPAHUANLHBIX apmepuil He 8bl-
saeneno. Ilpu duaenocmuueckom noucke
6 cmayuonape npuuuna MU ycmanosae-
Ha He Oblaa. Buinucan ¢ duaenozom: ocm-
poe HapyuieHue M03208020 Kpoeoobpauje-
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Hus 6 bacceline ne6oll nepedHeil u cpeoHell M03208biX apmepull
HeyMOoYHeHH020 eeHe3d.

B nosbpe 2021 e. nocmynun ¢ HI[H das éoccmanogumensho-
20 NeveHus u ymouHeHus npuyunsl nosmopHoix MHU. Ilpu cbope
aHamHe3a 8bisiICHEHo, 4mo 6 eospacme 12 nem 'y hayuenma ouaeHo-
cmupogat cunopom Boavgha—Ilapkuncona—Yaima, é ceés3u c uem
nposedena Kpuoaodaayus 00NOAHUMENbHBIX npedcepOHO-cenydoU-
K08bIX coeduHenuil. OmmeueHa HACAeOCMEEHHAsS. OMA2OUeHHOCHb
10 HOCO8bIM KPOBOMEHeHUIM co cmoporbl omuya. [Ipu ocmompe Ha
KOJICe 6epXHell Yacmu CRUHbL 8bIAGACHA PACUUPEHHAS KANUANSADHAS
cemv, eduHuuHble eemaneuomst (puc. 3, d). Ilo danHvim obueeo
aHaau3a Kpogu — 3pUmpoyumo3 NeeKoll cmenenu 8bipaiceHHoCmu
(5,3 10%/n).

IIpu nosmopHom yabmpazeykoeom uccaedosanuu cepouya,
9KCMpa-, UHMPAKPAHUAALHBIX apMepuli NAmoA02UMecKux usme-
HeHull 8vis61eH0 He Oblio. [Ipu nposedenuu MpanckpaHuanbHoll
donnaepoepagpuu (TKIT) c amborodemexyueil u 6edenuem «ny-
3bIPLK06020» KOHMPACMA NOAYHEH «3AHABEC» U3 MUKDPONY3bIPbKO-
8bIX CUCHANO08 6 NOKOe (4-5 cmeneHb WYHMUPOBAHUS, COAACHO
Meacdynapoonvim kpumepusm Beneuuanckoeo xoncencyca ICC
[28]), umo ykazvieaem Ha Haauuue bIPANCCHHOLO WLYHMUDYIOUe-
20 KPOBOMOKA CNPABA HANCE8O MeNCOY 8EHO3HOU U apmMepudnbHoll
cucmemamu. Tlouck ucmouHuKa nPago-1e6020 WLYHmMa ¢ ROMOULbHO

Puc. 3. Jlaunsie kaunuueckoeo u uHCmMpymeHmanbHo2o

o6cnedosanus nayuenma M., 21 eooa.

a — MPT eonoenoeo mo3ea 6 éozpacme 12 nem: ouae uwemuu 6 npasoll 3amlA04HOU 0one;
6 — MPT 201061020 mo3ea 6 ozpacme 20 sem: HOGble o4aeu uwiemuu 8 bacceiine 1e8oil
cpedHeil M03206801 apmepul u 1e6oll nepednell M032060i apmepuu; 8, e — KT-aneuonyno-
MoHoepagus 6 eo3pacme 21 eoda: neeounas apmepuogeHo3Has Marbghopmayus
6 ceemerme Sy; npagoeo neekoeo; ¢ — KT-aneuonynvmonoepagus é éo3pacme 21 eoda:
npucmeHo4Hblll mpomo (benas cmpeaka) 6 npoekyuu neeouroit ABM; 0 — npu obuem
ocmompe 8blseAeHbL cocyoucmule Manrbghopmayuy (meaeaHeudKmasui) Ha Koxce CnuHbsl
Fig. 3. Data from a clinical and instrumental examination of patient M., 21 years old.

a — MRI of the brain at the age of 12 years: ischemic focus in the right occipital lobe;

6 — MRI of the brain at the age of 20 years: new ischemic foci in the region of the left
middle cerebral artery and the left anterior cerebral artery; 6, e — CT angiopulmonography
at the age of 21 years: pulmonary arteriovenous malformation in the S\, segment
of the right lung; e — CT angiopulmonography at the age of 21 years: mural thrombus
(white arrow) in the projection of the pulmonary AVM; 0 — general examination
revealed vascular malformations (telangiectasias) on the skin of the back
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KT-aneuonynsvmonoepaguu evisa6un naruuue necounoi ABM cee-
menma Sy npagoeo aeekoeo (puc. 3 e, e), 6 komopoii Ha ¢ore na-
monoeuvecKu U3UmMo20 KOHMPACMUPOGAHHO20 cocyda onpede-
AAACA  YHACMOK HNOHUMICEHHOU NAOMHOCMU (NPUCMEHOUHbIl
mpomo; puc. 3, e).

AnamHes HOCO8bIX KpoBOmMeueHuUll ¢ panHezo 803pacma, Ha-
AUMUe KOJCHbIX 2eMAHUOM U meneaneusKkmasuii, oOHapyicerue
sneeounoilt ABM, coenacro mesxncdynapoonsim kpumepusm Kropacao
[13], obocHosbiearom nocmaroKy duaeHo3a éeposmHoil Hacaeo-
cmeeHHol eemoppaeuteckol meneaneuskmazuu (HI'T, 6onesnu
Panorw—COcaepa—Bebepa) u nanpasienus nayuenma Ha npogede-
Hue eenemuyeckoil duaenocmuxu. Ilo dannvim /[HK-cexeenuposa-
Husi no memody Caneepa y nayuenma 6vlis6aeH 6apuanm HyKaeo-
muornoi nocaedosamenvrocmu c.704-709del (p.(Thr235 Val236d
el)), He onucanHblll paHee KAK NAMO2EHHbLH, 8 2eHe IHO0AUHA
(ENG), umo nodmeepduno docmogeprocms npeonosazaemozo ou-
aeHosa.

[llayuenmy npoeedena koHcyabmayus mopaxKaibHo20 Xu-
pypea, pekomeHo008aHO NAAHOB0€ ONEPamugHoe AeyeHue 1e2o4-
Hoti ABM. B kauecmee emopuuHoii hpogpurakmuku UHCyaoma 00
npoeedeHusi Xupypeuveckoeo nedeHus HA3HA4eHa aHMUKoaey-
AaumHas mepanus (anuxcaban 5 me 8 mabaemiax ympom u ee-
uepom).

C nosiopsa 2021 e. no mapm 2022 e. ¢ HIIH nposodunoce ou-
Hamuueckoe Habaiodenue 3a cocmosnuem nayuenma. Ha ghone 6oc-
CMAHOBUMENbHO20 NEHEHUS YMEHbUIUAUCH BbIPANCEHHOCHb PEHEBbIX
HapyuwleHuil u cmeneHb napesa, GepHyAach CNOCOOHOCMb K camo-
CMOAMeNbHOMY nepeodsudicenuro u camoobeaycueanuio. Ilpu no-
emopnoil KT-aneuonyasvmonoepaghuu npu3Hakoe Haiuuus mpomoos
6 oonacmu ABM ne obuapyxceno.

27 mas 2022 e. 6 PHXI] um. akao. b.B. [lempoéckoeo 6bi-
noaHena mopakockonuueckas cyb6a06aphas pe3eKyus HusjicHel
doau npaeoeo neekoeo. Illpu peeuzuu nHa nepughepuu ceemenma
Sy o6uapyycena ABM pazmepom 2x2 cm. [locaeonepayuonnusiii
nepuod npomeixan 6e3 ocaoxcnenuii. Ilpu evinucke pekomendo-
6aHa aHmukoazyasihmuas mepanus, ounamuveckas KT-aneuo-
nyasmonoepaghus uepes 3 u 6 mec, dansee I pas 6 200 6 meuenue
10 nem.

OGcymxnenne

K Hacrtosimiemy Bpemenu HI'T ocTtaeTcst mo3aHO BbISIB-
JisieMbIM 3a00JIeBaHMEM, TMarHO3 KOTOPOro 4YacTO YCTaHaBIU-
BaeTcsl Mocje 3MU30/a OJHOTO U3 XKU3HEYTPOKaAIOIINX COCTO-
SIHUI: HapyILIeHUs] MO3TOBOrO KPOBOOOpAIleHUsI, JIETOUHOTO
WJIN KeJTyI0YHO-KUIIIEYHOTo KpoBoTeueHus [25]. Haubonee
yacToe MposiBIeHUe 3a001eBaHUs B HEBPOJIOTUYECKON KITH-
HU4Yeckoit mpaktuke — MU [24], KOTOpble COOTBETCTBYIOT
kputepusM ESUS. TNouck mcTouHrMKa 3MOO0OIUN Yy GOJBHBIX
¢ ESUS npenmonaraet nposenenue TK/T ¢ amGononeTekim-
eif 1 BBeeHNEeM KOHTpACTa, KaK IMepBUIHOTO CKPUHUHT-Me-
TOJ/Ia, UMEIOIIEro BHICOKYIO YyBCTBUTEJIBHOCTD B IMAarHOCTUKE
LIEHTPaAJIBHBIX TTPAaBO-JICBHIX IIIYHTOB KapIWaJlbHON W HeKap-
OUanbHON Nokanu3auuu. [1onoXUTeNbHbII pe3yapTaT uccie-
JIOBaHMs yKa3blBaeT Ha BO3MOXHOCTb MapaJoKCaJbHON M-
6oauu. [1paBo-JieBble IIYHTHI, aCCOLUMUPOBAHHBIE C 1Iepedpo-
BacKyJISIpHbIMU 3abosieBaHusAMU, B 90% ciyuaeB sIBISIIOTCS
CepACYHBIMU — K HHUM OTHOCST OTKPBITOE OBaJIbHOE OKHO
(oxosio 60% cepreyHbIX MPaBO-JIEBBIX HIYHTOB, BCTpEYaeTCs
y 20—25% B3pocbix Jo[eil B 00LIel TOMyasiuun) u aedexT
MexmpencepaHoi neperopoaku (1o 40% cepaedHbIX MpaBo-
neBbIX myHTOB) [29]. OctaBmmecss 10% mpaBoO-JeBBIX IIYH-
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TOB — apTEPUOBEHO3HbIE COOOLIEHUS HeKapAUaIbHOU JoKa-
JIM3alnr, K KOTOPbIM OTHOCATCS JierouHble ABM. Ha ux Ha-
JINYMe YKa3bIBaeT TMOSIBJIEHUE «3aHaBeCca» U3 MUKPOMY3bIPb-
KOB KOHTpacTHOTro BellecTBa, BbisiBasieMoro mnpu TKJT
«B mokoe» [30]. OxkoHuatenbHast BepuUKALMs JIETOYHbBIX
MaJbhopMalMii OCYLIECTBISIETCS HA OCHOBAHUM CITUPaJIbHOM
KT-anruorpagpumn.

B npencraBieHHOM KIMHUYECKOM HAOMIOACHUM MYJIBTH-
JMUCIUTIIMHAPHBIN TTOIXO0I M TTO3TAITHOE MCKITI0YEHNE BO3MOX-
HBIX TIpUYUH TIOBTOpHBIX MW mo3BOMMIM 3armogo3puTh
U B JaJIbHEHIIIEM TOATBEPAMTH C MMOMOIIBIO YIBTPa3BYKOBOTO
u KT-ucciaenoBanuii mapagokcaJbHYIO 3MOOJUIO U3 JIESTOYHOM
ABM. Busyanu3zaius TpoM0a B MaTOJOTMYECKU PACIIMPEHHOM
cocyjie TOC/IY>XKUJ1a MOATBEPXKACHUEM MHEHUS O TOM, YTO UMEH-
HO MPUCTEHOYHOE TPoMOOOOpa3oBaHUE B MOJOCTU aHEBpU3Ma-
TUYECKOTO MeIIKa CTAHOBMUTCS MCTOYHUKOM 3MOOUU I1epel-
paJbHbIX apTEPUId.

COBOKYMHOCTb JJaHHBIX OOIIEro M CEMEMHOro aHaMHe3a
(HOCOBbIE KPOBOTEUEHMSI Y OTIIA), pe3yJbTaTOB 00CIeA0BaHUS,
COOTBETCTBYIOIIMX KpuTepusiMm Kropacao, cTajim OCHOBaHUEM
NI TIOCTAHOBKM KJIMHMYeckoro nuarHo3a — HIT (Gone3Hb
Pannro—Ocnepa—Bebepa), yTo B mociieayromieM ObLIO MOATBEP-
XKICHO TeHETUYECKU. VIHTepeCHBIM CTaJIO BBHISIBICHHUE ACJICLINU
B reHe ENG, He omnMCcaHHOI paHee KaK MaTOTCHHBIM BapuaHT
(c.704-709del). B 6a3e maHHBIX BApMaHTOB HYKJICOTUIHON TTO-
cienoBarebHoCTU TeHa ENG (arup.utah.edu) yucnurcst 510 Ba-
PUAHTOB, M3 KOTOPBIX 79% SIBIISIOTCSI TAaTOTEHHBIMU, Jallle BCe-
TO BCTpEYaloTCs JejIeluu.

3aknwuenune

HenocratouHasi ocBemOMJIEHHOCTh Bpaueil pa3HbIX Crie-
LMajabHoCTel o 6oje3uun Panmo—Ociaepa—Bebepa, HU3Kast uyB-
CTBUTEIBHOCTb KpUTepueB Kiopacao y mauneHToB Mosioxe 15 Jier,
HEIOCTaTOYHOE TEHETMYEeCKOe KOHCYJIBTHPOBaHUE CeMeil Co
caygasmu HI'T mpuBomsIT K MO3mHEH TMarHOCTUKE U YCTAHOB-
JIEHUIO TIPUYWHBI perrauBupytonmx MW y it Mmosonoro Bo3-
pacta. C mosiBlieHreM MeXIyHapOIHbIX PEKOMEHAAINH T10 Jie-
yenuto HI'T, a Takke pa3BUTHEM MaJIOMHBA3WBHBIX XUPypPTIUAIe-
ckux MeToJoB JeueHuss ABM pannsis nuarHoctuka HI'T u re-
HeTUYeCKasl AMAarHOCTUKA POJCTBEHHUKOB MalleHTa CTAHOBSIT-
cs elle 6oJiee aKTyaaTbHbIMU.

KiroueBbIMU peKOMEHIALIMSIMU SIBJISTIOTCS:

* IIpu xpunrorenHom MU BeposiTHO 3MO0OJIMUECKOTO Te-
He3a HeoOXxomauMo TipoBeneHue KoHTpacTtHoit TKJII
C BBEIEHUEM <«ITy3bIPhKOBOTO» KOHTpacTa U 3M00I0/1¢e-
Tekuueit. [1pu yKazaHnM Ha BHEKapAUaIbHBIN IITyHTH-
pyroimit KpoBoTOK pekomeHnoBaHa KT-aHTHoIy16MO-
Horpadus.
[TaleHTOB ¢ MOBTOPHBIMU HOCOBBIMU KPOBOTEUCHUSI-
MU ¥ TeJICaHTUIKTa3USIMU KOKU /WA CITU3UCTBIX 000-
Joyek (BeposiTHbIi auarHo3 HI'T o kpurepusim Kropa-
cao) uejecoodbpaszHo HarpasisaTh Ha JIHK-auarnoctu-
Ky 0osne3nu Panmio—Ocnepa—Bebepa u mouck Buclie-
panbHbIX ABM.
IMauenTam ¢ jerounbiMu ABM po/kHaA TPOBOAUTHCS
npoduIakTuKa 1epeOpOBACKYISIPHBIX OCIOXHEHUIA,
KOTOpasl Hapsay C SHIOBACKYJSIPHBIM 3aKpbITHEM
ManbdopManuii u nposeaeHueM KT-aHrmomyabMoHO-
rpaduu B nuHaMuKe (depe3 6—12 mec mociie sM00J10TE -
pamnuu, 1ajnee — Kaxuible 3 rofa) BKIoYaeT [JUINTETbHYIO
AHTUTPOMOOTUYECKYIO Tepanuio.
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