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Apmepuoserosnvle manb@opmayuu, aHespUMbl UHMPAKPAHUATLHBIX COCYOO8 — COCYOUCTbIE AHO-
Manuu, Komopbie A6IAI0MCA NPUYUHOL OCIMPO2O HAPYULEHUsL MO3208020 Kpogoobpawenus. Marvghopma-
Yuu cocy008 Mo3ea dauje 6ce20 6Cmpedarmest KaxK U30NUpPOSAHHOe NOPANCeHUe, HO Mo2ym Oblmb npo-
AGNEHUEM HACTIEOCMBEHHOU 2eMOPPALUECKOL MeNeaHSUIKMAZUL UL OPY20ll COCYOUCTON OUCHAAZUU.

Hacneocmeennas cemoppazuueckas meneaneuskmasus, uau oonesnv Ocnepa—Penow—Bebepa, —
HacneocmeeHHoe 3a001e6anue, 8 0CHO8e KOMopo2o Jexcum HapyueHue aneuoeenesa. Hacnedyemes no
aAymocoMHO-0OMUHAHMHOMY muny. /lanHoe 3a001esanue NPOAGIAemMCcs HATUdUeM apmepuo8eHO3HbIX
Mansgopmayuil, WYHMOo8 U AHe8PUIM COCYO008 6HYMPEHHUX OPSAHO8, MHONCECMEEHHBIMU MeeAHCUIK-
MA3UAMU HA CIUBUCIBIX U CEPO3HBIX 0D0N0UKaxX, Kooce. Obpazosanue namonrocudeckux cocyoOucmoix
CIMPYKIYP 803MONACHO HA NPOMANCEHUU 8Cell HcU3HU 601bH020. Knunuueckue npossnenus 3aeucsim om
JIOKAMU3aYULL U pazmepos cocyOUCmvlx AHOMANUU. Y makux nayueHmos Mo2ym Haomo0amscs Hocosvle
U JHCeyO0YHO-KULUEHHbLE KPOBOMEYEHUS, KOJHCHbIE MENeaH2UIKMAZUL, APMEPUOBEHO3HbIE MATbHOPMA-
yuu neekux, neyenu. Ilpu nopasiceHuu yeHmMpantbHOU HEPEHOL CUCHEMbL APMEPUOBEHO3HBIE MATbQOP-
Mayuu A6IAIMCA NPULUHOL OCMPO2O HAPYUEHUSL MO3208020 KPOBOOOpaujerus. Jliis Hacie0cmeeHHou
2eMOppaAUYecKoll MeneaHsUIKMAasull Xapakmepua noIumonHocms cocyoucmeix anomanutl. Ilepsvie
CUMNIMOMbL MO2YM NPOABUMBCS 8 IHI0O0M 803paAchie NOO MACKOU Opy2ux 3a001e6aHull.

IIpuseden 0630p aumepamypbl, NOCEAUEHHBIIL OCOOCHHOCIAM MeYeHUs 3a001e6aHUSL U 803MOIC-
Hocmam ouacHocmuxu. TIpoananuzuposanvl KOHCep8amueHvle U XupypeuiecKue mMemoovl 1e4eHus..
IIpedcmasnenvl 06a KIUHUYECKUX CYYAS NAYUEHMOE C PpA3HbIMU nposasieHusmu oonresnu Ocnepa—
Penow—Bebepa.

KiroueBble cjioBa: apTepruoBEHO3HbIE Malb(OpMAIMH, HACIEACTBEHHAsI TeMopparuyecKkas Tese-
aHrusKrasus, 6onesnb Ocnepa—Pennto—Bebdepa, AuarHocTuka.
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bonesnr Ocnepa—Pennto—Bebepa — Hacnen-
CTBEHHOE 3a00JieBaHue, MPOSIBISIOIIEECS MHOXKe-
CTBEHHBIMH TEJICAHTMAIKTA3UsIMU HA KOXKE, CIN3U-
CTBIX U CEPO3HBIX 00OJIOUKAX, HAJTMYUEM apTEPUO-
BEHO3HBIX MaJib(hopmaruii (ABM), 1IryHTOB 1 aHEB-
pHU3M COCYZIOB BHYTPEHHHX OpraHoB. CHHOHUMBI
3a0071eBaHNsl — TeHepaIM30BaHHBI AHTMOMATO3,
reMOpparu4ecKuii CEMEHHbId aHTMOMAaro3, Ha-
CIIEICTBEHHAs] TeMOpparnyecKkas TeleaHrMIKTa3us,
CeMEiHasi TIeMOpparndeckas —TeleaHTMIKTa3Hs.
Hawnbonee npu3HaHHBIMU U B3aMMO3aMEHSEMbIMU
SBJIIFOTCS JIBAa TepMHHA — «Oone3Hp Ocnepa—Pen-
mo—Bebepa» 1 «HacneACTBEHHAs reMopparnecKas
teneanrmdkrasus» (HI'T). PacnpocrpaneHHocTh
JaHHOTO 3a00neBanus — oT 1 ciyuas Ha 50 ThIC.
HaceneHus 110 1 ciyyast Ha 100 ThIC. HaceneHus [2].
Yacrora 3a0051€BaHus HE 3aBUCHUT OT I10J1a.

bone3Hp Hacnemyercss 1O ayTOCOMHO-IO-
MHUHaHTHOMY Tumy [6, 17, 22]. Habmonarorcs
MyTallM¥ B I'€HaX, Y4acTBYIOIIUX B aHTUMOTEHE-
3€, WIN NaTOr€HETUYECKHE BapHaHThl T€HOB, BO-
BiedeHHbIX B TGF-f/BMP curHanmbHBIN KacKa:
ENG — reH, KonupyIOIUi 3HIONIMH KOpelen-
TOp KjerouHoi moepxHoctu; ACVRL 1 (panee
ALK I) — reH, KOAMPYIOIIUI peLenTop KJIeToy-
HOM noBepxHOCTH, SMAD 4 — reH, Koqupyromui
BHYTPHUKJIETOYHYIO CUTHAJIbHYIO MoJeKyiy, GDF
2 — reH, Koaupyomui aktop pocta/muddepen-
numarmu [17]. B matonorudeckoMm mnpoiecce 6epyT
y4dacTHe, o KpaifHel Mepe, e1le 1Ba IpyTuX, oKa
HEU3BECTHBIX T'€HOB. MOJEKyIIpHO-TeHETHYE-
ckoe tectupoBanue ENG, ACVRL 1, SMAD 4 u
GDF 2 oOHapyXHBaeT MaTOreHHbIE BapUAHTHI Y
80—87 % nu11, KOTOPBIM 10 KIIMHUYECKUM KpUTE-
pusm ycranosiieH nuarHo3 HI'T [17]. B 3aBucu-
MOCTH OT I'€Ha, B KOTOPOM BBISIBIIEHO HapyLIEHNUE,
BBIJICJISIIOT CJIETYIOIIHE TUITBI 3a00JIeBaHHS:

* ENG — HacneIcTBEHHas reMopparuye-
ckas Teneanrmdkrazus tun 1 (HI'T-1);

* ACVRL I (panee — ALK 1) — nHacnen-
CTBEHHAsl reMopparudeckasi TeIeaHrudKTaszus 2
tuna (HI'T-2);

* SMAD 4 — HacnencTBeHHas remoppa-
rU4YecKasi TeJIEaHIMAKTa3us, aCCOLIMUPOBAHHAS C
FOBEHWJIBHBIM ITOJIUIIO30M;
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* GDF 2 — HacleACTBEHHas reMopparu-
yeckas Teneanrudkrasus 5 tuna (HI'T-5).

Haubonee wacto BcTpeuaroTcsi mepBble JBa
tuna (53 u 47 % coorBercTtBeHHO) [17]. My-
Talusi ATUX TEHOB MPHUBOAUT K HAPYIICHUIO
CTPYKTYPBI MBIIIEYHOTO U 3JIACTHUYECKOTO CIIOS
COCY/IOB, a TaKXe MepPHBACKYSPHOW COEIUHU-
TENbHON TKaHU. B03MOXKHBI JedEKThI MEKKIIe-
TOYHBIX COCIMHEHUHN M JlereHepalus dH0TeIu-
aNbHBIX KIETOK. Hanmune y4acTKOB OTCYTCTBUS
MBIIIIEYHOTO CJI0S IPUBOJUT K IUJIATAIIUN KAITHJI-
JSPOB M TMOCTKAMWJUIAPHBIX BeHyl. Hapymienue
aHTMOTeHe3a MPOosBIsieTcs 00pa30BaHUEM aHEB-
pU3M, HATMYUEM TeJIeaHTUIKTA3Hi U apTeproOBe-
HO3HBIX IIYHTOB. [Iponecc o6pazoBaHus NaToo-
TMYECKUX COCYIUCTBIX CTPYKTYpP BO3MOXKEH Ha
MPOTSKEHUU BCEH KU3HU OOJIBHOTO.

Kinnudeckue nposiBjIeHUs: M THATHOCTHKA

IIpu HI'T wacto mopaxarorcs cOCyAbl CIU-
3UCTON OOOJOYKM HOCOITIOTKH, KOHBIOHKTHBBI,
JIETKUX, HEHTPAJIbHOW HEPBHOW CHCTEMBI, IeYe-
HU U CEJIE3EHKH, JKEITYI0YHO-KHUILIEYHOTO TPaKTa,
HaOMIOAIOTCS TENCaHTUAKTa3uu Ha TYJIOBHILE,
pykax u manbuax [19]. Haubonee pacmpocrpa-
HEHHBIM CHMIITOMOM SIBJIIIOTCSI IEPUOJUYECKUE
TSDKEJIbIE HOCOBBIE KPOBOTEUEHHUs, KOTOPbIE Ya-
CTO NPUBOIAT K TsDKeNI0N aHemuH. [lepBbie cum-
NTOMBI 3200JIEBaHUSI MOTYT MOSIBUTHCS B MEPBBII
o]l OCJIe POXKACHUS, OTHAKO MaHU(ecTaus 3a-
00JieBaHMsI MOXKET BO3HUKHYTH B JIFOOOM BO3pac-
te [13, 16-19, 21, 23]. Kak npaBuio, npu3Haku
6one3nn Ocnepa—Penaro—Bebepa pasBuBarorcs
¢ yBenMueHueM Bo3pacta. ConacHO JaHHBIM JIH-
TepaTyphl, cpelu OOJNBHBIX, TOCTUTIINX 16 JeT,
NpU3HAKK 3a00s1eBaHMs posiBIsitoTC y 71 %, a
cpenu nuil B Bo3pacte 40 et — y 6omnee 90 %
[7, 13, 25].

IIpu HI'T BoBie4eHHE B NATOIOTMYECKUI
IIpOLECC BHYTPEHHUX OPraHOB U LIEHTPAJIbHOMN
HEPBHOM CHUCTEMbI MOXET HPOTEKaTh OeCCUMII-
TOMHO [0 TOSBJICHMSI NEPBBIX OCIIOKHEHUH.
Yame Bcero nartojoruuecKkuil Mpouecc IMposiB-
JI€TCS HaJIMYUEM HOCOBBIX KPOBOTEUEHMH, 1103-
K€ TOSIBIIIIOTCSI CUMIITOMBI JierouHblx ABM, a
3aTeM TEeJIEaHTMIKTAa3UH Ha CIM3UCTBIX U KOXKE.
HocoBble KpoBOTE€UEHMsI 4Yallle MOSIBIAIOTCS BO
BTOpPOM Jiekaje >ku3HU. Yactora KpOBOTEUEHMS
MOJKET COCTABJIATH OT OJHOIO 3MH304a B CYTKH
JIO OJTHOTO AMHK30/a B MecHll [4, 23].

B 3aBucumocTH OT YacTOTBHI MPOSBICHUS
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CUMITOMOB y TAIMEeHTOB ¢ Oone3Hpto Ocrnepa—
Penmro—Bebepa nabmonarot [4, 23]:

* CIOHTAHHOE PELMIUBHUPYIOILIEE HOCOBOE
kpoBoTeueHne — y 90 % nanueHTos;

*  KOJKHBIE T€JE€aHTMIKTa3uu —y 75 %;

* mopaxenue Jerkux (ABM) —y 33-50 %;

* nopaxeHus cocynos neueHu —y 30 %;

*  JKEMyJOYHO-KHUIIEYHbIE KPOBOTCUEHUS —
y 15 %;

* MOpaXeHUsl LIEHTPAJIbHONM HEpPBHOW CH-
cteMbl — y 5-23 %.

BrnepBbie COBOKYMHOCTh XapaKTEpPHBIX CHUM-
nromoB onmcan H.G. Satton (1864), moxxke ero
omucanne momoianmnad H. Rendu, F. Weber u
W. Osler, B uecTh KOTOPBIX U OBLITIO HA3BaHO 3a-
Oonesanue [3].

Jlnarno3 3a0ojeBaHMsI YCTaHABIMBAIOT Ha
OCHOBAaHMHM KIMHUYECKUX JIUArHOCTUYECKHUX
KpUTEPHUEB W/UIU PE3yJbTaTOB TE€HETUYECKOTO
aHanusa [9].

Kmnanuecknii nuarno3 HI'T moxer ObITH
YCTaHOBJIEH Ha OCHOBaHUU kpuTepueB Kropacao,
oImyOIMKOBaHHBIX BepBbie B 1999 1. [9, 17, 18,
24]. KnuHn4eckuMH JUarHoCTUUYECKUMHU KpUTe-
PUSMHU SIBIISIFOTCS:

1. HocoBoe kpoBoT€UEeHHE.

2. TeneaHrusKra3uu.

3. TlopaxkeHue BHYTPEHHHUX OpPraHoB (Tele-
AQHTUAKTA3UM B JKEIYIOYHO-KHIIEYHOM TPAKTE,
OpraHax JbIXaHus (C KPOBOTEUCHUSIMHU WU 0€3),
apTepUOBEHO3HbIE LIYHTHl B JIETKUX, IE€YEHH,
ABM cocynoB rojloBHOTO MO3ra U T. [I.).

4. CeMelinblii aHaMHe3 (POJACTBEHHUK TEp-
BOM CTETEHN).

Cuurarotr, uro auarHo3 HI'T moxeT OBITH
YCTaHOBJICH KIIMHUYECKH, IPH HATHYUU Y OOJb-
HOTO JIFOOBIX TpeX M3 MPHUBEICHHBIX KPUTEPHEB
[19]. Ilpy Hanuuuu IOBYX KPUTEPUEB IUArHO3
OMPENENAIOT KaK BO3MOXKHBIA WJIM TOJ03peBa-
€MbIii, IPU HAJUYUKM OJHOTO KPUTEPHUS JAAHHOE
3aboneBanue manoBeposTHO [19]. HemoctaTkom
kpurepueB Kiopacao siBnsieTcs TO, 4TO MPOSIB-
nenus HI'T Moryr 3HauMTenbHO BapbUpPOBATh
JaXxe B mpeenax oaHou ceMbu [24, 25], a Takxke
HEBO3MOXHOCTh TMPUMEHEHHUSI ITHX KPUTEPUEB
y AeTeil, MOCKOJIbKY OHM HE YUUTHIBAIOT Pa3BU-
THE narojioruu ¢ Bo3pactoM [17]. Her enqunoro
MHEHHSI OTHOCUTEIBHO KOJIMYECTBA SIHU300B
WIH TSOKECTH HOCOBOTO KPOBOTEUEHHMsSI, HEOO-
XOAMMBIX ISl TUAarHOCTUKU. B cooTBeTCTBUU C
kpurepusimu Kropacao HOCOBOE KpPOBOTEUEHHE
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JIOJDKHO MTPOUCXOUTH CIIOHTAHHO, KaK 0c000 M-
JIO3pUTENIbHBIE CIIEAYET pACCMAaTPUBATh KPOBOTE-
YEHUs1 B HOUHOE Bpems [24].

VYuuThiBas reHepaIn30BaHHbIN XapakTep Ha-
pYILIEHUS] aHTHOTEHEe3a, BCE CUMIITOMbBI 3aBHUCST
OT JIOKAJIM3AI[UN aHEBPU3MBI, IITYHTOB, MaJIb(op-
Maluii U ux pasmepa. Huxe npuBeneHsl BapuaH-
THI U 0COOCHHOCTH BO3MOXKHOUM MaHU(ECTaIlUH B
3aBUCUMOCTHU OT TOITUKH.

Ko:xa u ciim3uctbie: y O0IBIIMHCTBA MAlUEeH-
ToB ¢ Oone3npto Ocnepa—Penmro—Bebepa BcTpe-
YalOTCsl TEJICAHTUAKTA3UN — JUIIATALUs MEJIKUX
COCYZIOB KOXKH (KaNMJUIIPOB, apTEPUOIL, BEHYIT) He-
BOCTIAJIUTEILHOTO TeHe3a pa3MepoM ¢ OyJIaBOYHYO
ronoBKy wiu 6ombine. [loutu Becerna Habmromaercs
MOpaKEHNUE CIU3UCTHIX 000JI0Y4EK — HOCa, POTO-
IJIOTKH, KeJTyI04YHO-KUIIEYHOTO TPaKTa, KOHbIOH-
KTUBBI. YacTo TeNeaHrnIKTa3um JOKAIU3YIOTCS Ha
KOXKe JIMIIA, Ha Ty0ax, pexe — Ha KOXKe TYJIOBHIIA,
KOHEYHOCTEM, a TaKXKe IOJ HOTTEBOM IUIACTUHOM
[3, 23]. TeneaHruaKTa3UN OTIUYALOTCS OT METEXUMA
TEM, YTO KPATKOBPEMEHHO OJEAHEIOT TMOCie Jier-
KOro Haknma. M3-3a TOHKOW CTE€HKH, U3BUTOCTH U
OJTM30CTH K MOBEPXHOCTU KOXKHM WM BCIICICTBHE
pacroNoKeHUsI Ha CIU3UCTBIX O0OJIOYKax Tee-
AQHTMAKTa3UU MOTYT pa3pblBaTbCs U KPOBOTOUMTH
Jake mociie HebombIoi TpaBMbl. [lockonmbKy co-
KpaTUTENbHBIE AJIEMEHTHI B CTEHKE COCY/Ia OTCYT-
CTBYIOT, KPOBOTEUEHHE YaCTO MHTEHCUBHOE U €r0
TPYAHO OCTAaHOBUTb.

TeneaHruskTa3uu Ha KOXKE MOSBISIOTCS IPU-
MEpHO dYepe3 roj| Mocje MEepBOro 3IMu304a HO-
coBoro kpoBoreueHusi. Oxono 30 % mnarueHToB
OTMEYAIOT MEPBOE MOSIBICHHUE TEICaHTMIKTa3UM
B Bo3pacTe A0 20 jeT, a TakKe HaJlu4ue MoBTOp-
HBIX KPOBOTEUEHHH Yy JIPYyTrUX UJIEHOB CEMbH
[3,5,17,26].

IHopaxkenne KeJIyI04HO-KMIIEYHOT0 TPaK-
Ta  nedyeHu: y 1040 % GonbHBIX ¢ OONE3HBIO
Ocnepa—Pennro—Bebepa HaOMIOMAIOTCS CUMITO-
MbI TOPAXEHUSI KENMyIOYHO-KUIIEYHOTO TpakTa
[2, 8, 24]. 3a0oneBaHuEe MOXKET MPOSBIATHCS TIE-
puoanYecKUMH 06€30071€3HEHHBIMHU KPOBOTEUCHH-
SIMU, KOTOPBIE TIOSIBIISIIOTCS B 00JIee cTapIiieM BO3-
pacTte, 4yeM HocoBble. [ emaremesnc, winu MejeHa,
Habmonaercs y 33 % marmentos ¢ HI'T [2].

BoBneuenne B maToONOrM4YecKHil mpolecc
KeJIyIo4HO-KueyHoro tpakra npu HI'T momnro
npotekaeT OeccumnToMHo. [lpu Hamuuuu cum-
MITOMOB TAIUEHTHl TMPEIBABISIIOT JKaloObl Ha
00J1b B )KUBOTE, NMPABOM MOApeOEephe, MOKET Ha-
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OMIoaThCs JKENTyXa, CHMITOMBI 3aCTOMHOMU cep-
JICYHON HEI0CTaTOYHOCTH, KPOBOTEUEHUE U3 Ba-
PUKO3HO PaCIIMPEHHBIX BEH MHUILIEBO/A.

Bosrneuenue cocynoB neueHu HaOMIOOAETCS y
40 % mnanueHToB. Y OONBIIMHCTBA TaKUX OOJb-
HeIXx ABM mnedyenn, kak mpaBuiio, O€CCUMITOM-
Ha. [Ipu GosbiieM oObeMe IIyHTHPOBAHHS KPOBU
CJIeBa HAIlPaBO MEKIy EYEHOYHBIMU apTEPUSIMHU
Y BEHAMU MOXET Pa3BUTHCS TsDKENask cepledHast
HegocTarouHocTh [17]. MHorma manumeHtam c
HI'T ommbouHo ycTaHaBIUBAIOT TUArHO3 aTH-
MMAYHOTO LIUPPO3a NEUYEHHU.

[Teuenounsie ABM 0Gonee pacnpocTpane-
uel ipu HI'T-2, wem npu HI'T-1 (p < 0,01) [16]
U MOTYT OBITh MPUYMHON DPA3BUTHS BHYTpUIIE-
YeHOYHON (OpPMBI TMOPTATHHONW THIEPTCH3UU.
Manbdopmanuu APyrux JOKaTU3aUui COTIIACHO
KJacCU(UKAIIMU TTOPTAIBHON TUIIEPTEH3UH B CO-
OTBETCTBUU C aHATOMUYECKOW OONacThIO OIOKa
KpPOBOTOKa B BOPOTHOM BEHE NPHUBOIAT K Hal-
MEYCHOYHOW (opMe TOPTAIBHON THIEPTCH3UU
[1]. HaHHbIE OCIOXHEHUSI BO3MOKHBI JIUIIb MIPU
3HAYUTEIBHOM U JJIUTEIBHO CYIIECTBYIOIIEM ap-
TeproBeHO3HOM cOpoce. OnucaHbl cyyau TPOM-
003a cOCyZI0B KUIIIEYHUKA M3-32 TpOoMOO3a cocy-
108 ABM kumeunuka [11].

Ilopa:xenue jgerkux: IIpu BoBIECUEHHH CO-
CYIOB JIETKMX BO3MOXHO mnposiBieHue HI'T B
BU/JIE TIPOTPECCUPYIONICH OABIIIKY MpU (uznye-
CKMX Harpyskax, 31M30[0B KPOBOXApKaHbs C IU-
aHo30M. OnucaHbl NPOSIBJICHUSI PE3KOT0 YAYIIbS
C LIMAaHO30M MNpPH HU3MEHEHUU TOJOKEHUs Tena
6omnpHOTO. Habmomaercs yxyaeHue coCTOSTHUS
B TOPU30HTAIBHOM TOJIOKEHUH BCJIEICTBUE yBeE-
JIMYEHUs] BEHO3HOTO BO3Bpara K cepany. OnHako
OOJBIIMHCTBO MALMEHTOB ¢ HEOOJIBIIIUMU JIETOU-
HbiIMU ABM MoryT He UMeTh HUKAKHX CHUMIITO-
MOB [15, 28]. Ipyrum nposiBieHueM coCcyaucToi
HI'T saBnsercsa yerouynasi runepreHsus, Koropas
MOKET OBITh KJIMHUYECKH U THCTOJIOTUYECKU He-
OTJIMYMMA OT UJIMONIATUYECKOU JIETOYHOU Turep-
teH3uu [7]. MHorma HaOMIONAIOTCS CHUMITTOMBI
TUIIOKCEMHUHU C BIU30[aMU YIyIIbs, HHAHO30M.
OmnucaHbpl Takke CIIydau TPOMOOIMOOTHH JTeT0d-
HOM aprepuu [8].

HeBpoaoruyeckue cumMnrombl: bonesHb
Ocnepa—Penmio—Bebepa BcTpeuaetcs y 2,8 %
MALMEHTOB C UHTpaKpaHuaibHOil ABM Mmosra. ¥V
10 % 6onpHbIX ¢ HI'T nmerorcs MHTpakpaHUab-
Heie ABM. ¥V 39 % 6onpabIXx ABM cocynoB mo3-
ra MHOkecTBeHHbIe. Hannuue neckonbkux ABM

MO3ra — MpHU3HAK BBICOKOH BEpOATHOCTHU 3a00-
JIeBaHUs, 4TO TpeOyeT 1000CeI0BaHNs MaIleH-
Ta [4]. CemeliHbIil aHaMHE3, pEeUUIUBUPYIOIINE
HOCOBBIE KPOBOTEUECHHMsI, HAJIINYUE TEJICAHTHIK-
Ta3ui Ha rybax, JIMIe, pyKax M MOpa)keHue co-
CyI0B MO3ra TaKXe yKa3bIBatoT Ha quarHo3 HI'T.
ABM wmo3ra, accouuupoBannele ¢ HI'T, game
BCEro MEHbIIE N0 pa3mepy (< 3 ¢M) U CBA3aHBI C
MIOBEPXHOCTHBIM BEHO3HBIM OTTOKOM IO CpaBHE-
HUIO ¢ MaJIb(hopMalUsAMU IpyToii aTronoruu [4].

VY 13-50 % nanuenToB ¢ 6omne3nbto Ocnepa—
Pennto—Bebepa u mopaxkeHHeM COCYJ0B T'OJIOB-
HOTO MO3Ta UMEIOTCS ’KajJ00bl HAa MUTPEHb U TO-
noBHbIe 60mu. JKanoObl Ha TOTOBHEIE 00K YaIle
BCETO BCTPEYAIOTCS y NAIMEHTOB C JIETOYHBIMU
ABM, reHe3 ux Ha JAHHBIA MOMEHT HE sSICEH. Y
8—12 % manuenToB ¢ 6one3nbio Ocnepa—Penaro—
BebGepa orMeueHO HajIMuue CyI0por U 04aroBOi
HeBposioruuecko cumnromatuku. ABM mosra
u jerkux Oonee pacmpoctpaHensl npu HIT-1,
gem npu HI'T-2 (p < 0,01) [16].

CornmacHo pe3ynbraraM MOMYJISLHUOHHBIX
uccrnenoanuii, y nanueHtoB ¢ HI'T Gonee BbI-
COKMI PpHCK 3HAYMTENIBHBIX HEBPOJOTHYECKUX
OCIIOKHEHUH (B TOM 4YHCIE TeMOpparHyecKux
OCIIOKHEHUH, MHCYJIbTa, abcecca Mo3ra, MUrpe-
HU), Ooniee HU3Kask CpeiHss IPOAOIDKUTEIBHOCTh
KU3HU. Y TaKuX NAIUEHTOB [0 CPAaBHEHUIO C
IPYIIONA KOHTPOJIS (CONOCTaBUMOM IO BO3PACTY,
COOTHOUIEHMIO TIOJIOB M COIYTCTBYIOIIEH Iaro-
JIOTMM) MHCYJBT U MUTPEHb BCTPEYAINCH MOYTH
B 2 pasa yarie, abcriecc Mmo3ra — B 30 pas3, HOoCO-
BOE KPOBOTEUEHHE — MPUMEPHO B 11 pas, xemy-
JIOYHO-KHUIIEUHbIE KpOBOTeUeHHsI — B 6 pa3 [12].

H. Kim u coaBT. B cBOeM HCCIIeIOBaHUHU J10-
Kazanu, yto naureHTsl ¢ HI'T u unTpakpanuans-
HOM ABM, OCIIO)KHUBLIEICSI KPOBOUBIUSHUEM,
UMeIOT 0oJiee BHICOKHMI PUCK MOBTOPHBIX T'eMOp-
paruii o CpaBHEHUIO C JULAMHU C ACUMITOMHBI-
Mu ABM cocynos roinosHoro mosra [14].

AOcriecc Mo3ra WJIH HHCYIBT MOTYT OBITH
BTOPUYHBIMU IIPU TPOMOAX, KOTOPbIE BCIIEACTBUE
LIyHTUpOoBaHus npoxonst jerkue [2]. [Ipu HI'T
MALUEHTHl OJIBEP>KEHBI TOBBIIIEHHOMY PHUCKY
KpOBOTE€UEHUsI U TpombooOpazoBanus [2, 10],
MI03TOMY BO3MOXHO Pa3BUTHE OCTPOro Hapyle-
HUSL Mo3roBoro kpoooOpaienus (OHMK) mno
UIIEMUYECKOMY THILY.

[TopaxkeHre CIMHHOTO MO3ra y MalMEHTOB C
HI'T — penxoe siBneHue, ONUCAaHHOE B OCHOB-
HOM y aeteild. EcTp aHHBIE O cllydasx naparuie-
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MU U3-32 apTEPUOBEHO3HOM (PUCTYIIBI CIUHHOTO
Mmosra [20, 27].

Puck wnHTpakpaHMaabHOTO KpPOBOTEUEHHS Y
nauueHToB ¢ HI'T B HacTosiee BpeMs U3ydaer-
cs B uccnenoBanun BVMNG6203 (6a3a TaHHBIX —
https://clinicaltrials.gov/ct2/home). 310 nccnemno-
BaHUE SIBISETCS OQHUM M3 Tpex NpoekToB KoH-
copLUMyMa KIMHUYECKHUX HCCIIEIOBAHMM PEIKUX
3aboseBannii HarmoHanbHOTo HHCTUTYTA 3710PO-
Bbst (NIH Rare Disease Clinical Research Consor-
tium). KoHcopiimym — rpymnma 1eHTpoB oOMeHa
uHpopMaLueil u pecypcaMu JUist IPOBEACHUS UC-
cienoBanuii. MccnenoBanust GokycupyooTcs Ha
U3y4E€HUHU TTIOPOKOB MO3TOBBIX COCYZIOB IIPH PEl-
kux 3aboneBanusx. B uccnenoanuu BVMNG6203
IUTAHUPYETCS U3YyYUTh (PAKTOPBI pUCKa pa3pbiBa
Manbpopmarmii y mauuentoB ¢ HI'T, yuutsiBas
pe3yabTaThl FTEeHETUYECKUX UCCIIE0BaHUM 1 TaH-
HBbIE, TOJIy4EHHBIE IIPU MCIIOJIb30BAHUN METOJI0B
BU3yanu3anuu. Ha 0oCHOBeE NOJIy4eHHBIX JaHHBIX
OynyT pa3paboTaHbl BApHAHTHI BEJCHUS U Jieue-
HUS TAaKUX OOJIbHBIX.

Ilopa:xxenne cepana: HI'T moxer manude-
CTHUpPOBaTh CUMITOMAaMH JIETOYHON THIIEPTEH3UH
WIN CEpACYHON HENOCTAaTOYHOCTU C COXPAaHEH-
HOM (pakiueit BeIOpoca.

Jlpyrue cMMITOMBI: PELUIUBUPYIOLIAs II0-
Teps. KPOBU MOXKET OBITh NMPUUMHOMN >Kese3o/e-
¢unuTHOM aHemuu. Ilpu mopaxxeHUsAX COCYIOB
I71a3a OMMCAHBI CIy4ad BHYTPHUIVIA3HOTO KPOBO-
U3JIUSHUSA, TIPU TEJIEAHTMAIKTA3UsAX KOHBIOHKTH-
BBl — KPOBABBIE CIIE3BI.

JleueHne W MOHWTOPHHI: Yy MALMEHTOB C
quarHo3oM HI'T pexkomMeHI0BaHO perynspHoe u3-
MEPEHHUE YPOBHS JKEJIE€3a B CHIBOPOTKE KPOBU U
reMorioouHa. Takke peKoOMeHAyeTcsl IpoBene-
HUE JMAarHOCTMYECKOM MAarHUTHO-PE30HAHCHOMN
tomorpaduu (MPT) rosoBsl, yIsTpa3ByKoBO€E HC-
clieloBaHKe MEeUeHH, IXOKapIuorpaduu ¢ uamepe-
HUEM JABJICHUS B JIESTOYHOMN apTepUu, MYyJIbTHCIIN-
panbHOil koMmbroTepHoi ToMmorpadun (MCKT)
JIETKUX TIPU HEOOXOTUMOCTH [2].

[Ipy HanTM4KMKM AKTUBHBIX KPOBOTEUEHHM MPO-
TUBOINOKA3aHbl AHTUKOATryJIsHTHl. OJHAKO yuu-
ThIBasi PUCK MOBBILIEHHOTO TPOMOO0OOpa30BaHUs
1 Tpo60IMOOHI, 3HAYUTEIBHOE YHCIIO MallUeH-
TOB HYXKJAIOTCSl B Ha3HAYEHWM JAHHOM IPYTIIIbI
npenaparoB [8]. M3-3a Hanmuuusi KOHKYpUPYIO-
IIMX OCJOXXHEHUM IeéMaToJOrM 4acTo CTaJKH-
BalOTCA C TPUHATUEM TPYAHBIX KIMHUYECKUX
perenuii. JIroOble pekoMeHIauu 1Mo aHTUKOAary-

EnnoBackynspHa HepopeHTreHoXipypris - 2016 « Nel1(15)

JSALUUU JOJDKHBI YUUTHIBAaTh PUCK KPOBOTEUEHUS,
cea3anHoro ¢ HI'T. BapuanTtel HasHaueHuin —
IIPUMEHEHHE alleTUIICAITMIIMIIOBON KUCIIOTHI MU
Bapdapuna, win MHruouTopoB (akropos Ila u
Xa [8]. CormacHo JaHHBIM TOCIEAHUX 0030pOB,
Ha3HauyeHue nanuenTam ¢ HI'T anTukoaryinsHToB
Oe3omacHo. Hanbosee vactoe ociaoKHEHHE, KO-
TOPO€ MOXET BO3HHUKHYTh, — 3TO yCyryOieHue
HOCOBOTO KpoBoTeueHHs. Jlio6oe Ha3HaueHue
JAHHOMW TPYIIIBl IIPENapaToB BO3MOXKHO TOJIBKO
MOCJIE MTOJTHOTO 00CIeI0BaHMs Ha HAIU4YKe O0Jb-
LIMX JIETOYHBIX UM Mo3roBeIXx ABM. IIpumene-
Hue uHruburopoB Qakropa Ila u Xa moxasano
MEHBUIMM PUCK BHYTPUYEPENHBIX KPOBOM3IUSA-
HUi, yeM npuMeHeHue BapdapuHa [8].

[MarmenTam ¢ HI'T pekomenaoBaHa aHTUOMO-
TUKONPO(HUIAKTUKA TPU JTIOObIX WHBA3UBHBIX U
CTOMATOJIOTUYECKUX MPOLIENypax.

[Ipu kpoBOTEUEHUSAX TPUMEHSIOT AaHTUPUOPH-
HOJIMTUKH, NIPU aHEMUSIX — IIPENapaThl KeJesa,
Ja3epHyl0 a0JSLUI0, CKIEPOTEPartIo, SHIO0CKO-
MUYECKHUE MPOLEAYPbl, CETMEHTAapHbIE XUPYPIU-
Yyeckue pesekiuu. [Ipu CUMITOMHBIX OONBIIMX
ABM oOCHOBHOI MeTOn JiedeHus: — HMO0IH3a-
1ysl, IpU ero Hed((EeKTUBHOCTH — XUpypruye-
CKHE METO/Ibl. B anbHelIeM y Takux MaleHTOB
JIOJKEH ITPOBOIUTHCS CKPUHUHI YBEIUYEHHUS CY-
IIECTBYIOIIMX WM PEeKaHAJIU3aLUuN dMOOIH3HPO-
BaHHBIX MaJb(OpMAIMii, a TAKXKE MOSIBJICHUS HO-
BBIX COCYAMUCTBIX aHOMaJINM. 113 KOHCEpBaTUBHBIX
METOJIOB MCCIIEAYIOT IpUMEHeHne OeBanu3ymada
(ABacTHHa) — MPOTHUBOOITYXOJIEBOTO CPE/CTBA,
MOHOKJIOHQJIbHBIX aHTuTen. Ilpemapar mnpensr-
CTBYET IIPOLECCY aHIMOIEHE3a, POCTY CETU KpO-
BEHOCHBIX COCY/IOB B OITYXOJIH.

HccnenoBanus mokasaiav, YTO MPUMEHEHUE
Oonee HU3KKX 103 OeBaru3zymada, 4eM Te, KOTO-
pble 0OBIYHO MCIOJB3YIOT B OHKOJIOTHUH, MOXET
YMEHBIINTh YaCTOTy M HMHTEHCHUBHOCTb DE3U-
CTEHTHBIX K JIECYEHUIO HOCOBBIX KPOBOTEUEHUI.
B 1npoCHeKTMBHOM OTKpBITOM MCCIEN0BAaHUU
narueHTsl ¢ HI'T momyyanu mects uHby3uii Oe-
Baruzymaba (0,125 Mr/kr Maccel Tena) Kaxable
4 Hen. OTMEYEHO CTAaTUCTUYECKH 3HAYUMOE
YAYUIIEHHE — YMEHbBIIEHUE TAKECTH U 4acTo-
Thl HOCOBBIX KPOBOTEYEHHH C MUHUMaJIbHBIMU
nobounbiMu 3ddexramu. Huzkas no3a Oesa-
nu3ymaba sBisiercs A(PQPEKTUBHBIM  METOIOM
KOHTPOJISl PE3UCTEHTHBIX K JIEYEHHIO HOCOBBIX
KkpoBoTteueHui y nanueHtos ¢ HI'T, onHako He-
00X0IMMO MIPOBE/IEHUE JOMOTHUTEIBHBIX UCCIIe-
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JIOBaHUM JIJIs1 ONTUMU3AIUK Jo3upoBaHus [27]. B
2015 r. 3aBepimiach Bropas (pasza aBoitHOro ciie-
noro miane0o KOHTPOJIMPOBAHHOTO HCCIIE0Ba-
Husit ALEGORI, B xotopoM u3ydanu 3¢ exTus-
HOCTb OeBar3ymala B BUJIE HAa3aJIbHOTO CIIpes B
nedenuu nanuenTos ¢ HI'T.

[Tarmment ¢ HI'T moxer nonacTte Ha rpuem K
JOKTOPY C CUMITTOMaMH-«MAaCKO» pa3HbIX 3a00-
neBaHuil. CUMITOMBI U TiepBasi MaHH]ecTarus
HI'T pa3HooOpa3Hbl. YIAy4IIUTh IUArHOCTUKY
MOKET HACTOPOKEHHOCTh Bpadyel NP BBIsABIIE-
HUU COBOKYIHOCTH XapaKTE€PHBIX CHUMIITOMOB,
a TaK)Ke UCIOJIb30BaHUE METOOB JYyYEBOU Jua-
rHOCTUKM. Huke mpuBeneHsl 1Ba KIIMHUYECKUX
cllyyasi MaueHToB ¢ 6ones3npto Ocnepa—Penao—
BebGepa, kotopeie Habmonatores B I'Y «Hayuno-
NpakTU4YeCcKui LIeHTp 3HA0BaCKYISIPHON HEUPO-
pentreHoxupyprut HAMH VYkpauns».

Kianaunvecknii cxyqai Ne 1

[Maument P., 1990 roma poxaenus, ¢ 2002
Habmonaerca B 'Y «HayuHo-mpakTtuueckuit
[leHTp 3>HIOBACKYIIAPHOW HEUPOPEHTITEHOXUPYP-
run HAMH VYkpaunsi».

Huarnos: cunapom Ocnepa—Penaio—Bebepa
(ayTOCOMHO-/TOMUHAHTHBIN THIT HACJICOBAHUS).

LIBb: ABM neBoii BUco4HO-0a3aabHO# 0071a-
CTH TOJIOBHOTO MO3ra. ApT€pHOBEHO3HBIE IIyH-
ThI 3-T0 U 9-r0 CETMEHTOB IIPABOTIO JIETKOTO, 6-T0
CErMEHTa JIEBOT'O JIETKOTO.

I'unepronunueckas 6osne3Hs I cranuu, 2-5 cre-
neHb. CepredHas HenocTaTo4HOCTh 0.

CuMnroMaTueckast MUIIETICHSL.

Huddysnsrit 306 1 — II ct. JleBocTopoHHMIH
y3510Bo# 300. DyTupeonHas Gpopma.

Anamnesis vitae: OTpPULAET TpaBMbl, HAJU-
qHe APYruX COMyTCTBYIOUIMX 3aboneBanuii. Ce-
MEWHBI aHAMHE3 HE OTATOLIEH, €AUHCTBEHHBIN
peOeHOK B ceMbe.

Anamue3 3a0oseBaHusi: 3a0ojeBaHME BIIEp-
BBIE IPOSIBUIOCH B BO3pacTe 12 yeT renepanuszo-
BaHHBIM CyIOPOKHBIM mpuctynoM. B 2002 r. B
I'Y «Hayuno-npakrtuyeckuil LleHTp dHI0Backy-
nspHo# HelpopeHTtreHoxupyprun HAMH VYkpa-
UHBD», 110 JJaHHBIM CEJIEKTUBHOW LiepeOpaIbHOI
anruorpaguu (LJAI'), nmarnoctupoBana ABM
JIeBOM BHCOUYHO-0a3asibHON oOnacTtu. Bwimomnne-
Ha SHOBACKYISIpHAs TOTallbHAas SMOONIM3aIUs
Masb(opMaly TPaHCKapOTUAHBIM JOCTYIIOM M3
Oacceitna BHyTpeHHel conHol aprepuu (BCA) ¢
NPUMEHEHUEM OTAENAEMBbIX OalIOH-KaTeTepoB

JUISL Pa30O0IIeHHs MPSIMBIX WHTparepeopaIbHbIX
apTepUOBEHO3HBIX LIYHTOB. B 3TOT ke mepuon
BBIMIOJIHEHA PEHTreHOrpaMMa OpPraHOB TIPYIHOMN
MOJIOCTU: B CETMEHTE S6 JIEBOTO JIETKOTO BEpH-
¢unmposano obpazoBanue 0e3 uyeTkoil nudde-
penrmanuu (puc. 1). Jlns yToyHeHHs AuarHos3a
PEKOMEH/IOBAHO MPOBEJAEHUE KOMIIBIOTEPHOM
ToMOTpaduu OPraHOB TPYIHOM MOJIIOCTH, MO pe-
3yJIbTaTaM KOTOPOM JUarHOoCTUPOBAHbI apTepUo-
BEHO3HBIE€ IIYHTHI MPABOTO U JIEBOTO JIETKOTO
(puc. 2). B aToM ke Tomy OTMEUEHO MOSIBICHHE
YacTbIX HOCOBBIX KpOBOT€YeHUU. bonpHON Ha-
MpaBji€H Ha KOHCYJbTAllMI0O K Bpauy-T€HETHUKY.
YcranoBnen nuarHo3 «cunapom Ocnepa—Pen-
mo—Bebepa» (ayTOCOMHO-IOMUHAHTHBIA THI
HACJICJIOBAHHMS ).

B 2005 r. BeInosHEHA HAOBACKYJspHAs TO-
TanbpHas sMOonu3anus ABM neBoii BucouHo-0a-
3aJbHOM o0nacTH u3 OacceliHa J1eBOil HapyKHOM
connoit aprepuun (HCA) tpanchemopanbHbIM
JOCTYTIOM C MPUMEHEHUEM KIICIOIIEH KOMIIO3U-
uuu Hystoacryl (Braun, Melsungen, [ epmanus)
¢ Lipiodol (Guerbet, Roissy, ®panyus) (puc. 3).
Pesynbrarel ieueHus yepes3 9 aeT npeacTaBieHbl
Ha puc. 4.

B 2006 . B UuctutyTe CcepaedyHo-coCyau-
ctoi xupypruu uM. H.M. AmocoBa npoBeneHo
SHJIOBACKYJSIPHOE pa300IIeHne apTepUOBEHO3-
HOT'O IIIYHTa JIEBOTO JIETKOIO C MCIOJIb30BAHHEM

Puc. 1. Ob30pnas penmeenozpamma opearos
epyoHotl nonocmu. B ceemenme S6 nesoco nee-
K020 onpeodensiemcs 00pazosatue 6e3 4emroul

ougppepenyuayuu
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Puc. 2. Kounvromepnas momozpagus opearnos epyonotui nonocmu. B ceemenme S6 ne6ozo neckoco
onpeoensiemcs HenpasuibHol popmvl 0Opazoeanue ¢ HedemKUMU OY2PUCMbIMU KOHMYPaMU U OUgh-
Gepenyuayueii npueoosueco u omeoosue2o cocyoos — ABM ceemenma S6 nesoeo neckozo

ciiupaneid ['mantypko. TaMm e BBIIIOJIHEHA 3XO-
kapauorpadpus (OxoKI'). JlaHHBIX, MOITBEPXK-
JAIOMIMX JIETOUYHYIO TUMIEPTEH3UIO U JAUIIATAINIO
MPaBbBIX OT/IEJIOB, HE BBISIBICHO.

B nocneanue roasl y 601bHOTO HAOMIOAATUCH
YyacThle TeHEepaIN30BaHHbBIE CYIOPOXKHBIE MPH-
CTYIIBI C TOHUKO-KIIOHMYECKUMH CYI0pPOraMH
(6-8 B Mecsr) Ha GpoHE KOHCEPBATMBHOW aHTH-

KOHBYJIbCAHTHOW Tepanuu. Takke MalueHT OT-
MeYaJl HaJIMYue YacThIX AMHU30/0B PE3KOro yay-
b C IIMaHO30M. BEINOMHEHa IUarHOCTHYECKAs
anruorpadus. Ilo manaeim AT (2014), ABM
JIEBOIl BHCOYHO-0a3aabHOM 00JIACTH BBIKIIIOYE-
Ha ToTaidbHO M3 OacceiinoB BCA u HCA cnesa
(cm. puc. 4). Ilo pe3ynpraram aHruorpaduu Jje-
TOYHBIX apTepU BBISBICHBI JIBA apTEPHUOBEHO3-

p9".08.2005 11:23:57

1095 (D]

Puc. 3. l]epeopanvras aneuoepagus: A — onpedensemcs oypavhuiil komnonenm ABM uz bacceii-
HA Hapy’CHOU COHHOU apmepuu clieéd u momaibHoe vikaouenue ABM uz kpoeomoka uz neozo
KapomuoHozo baccetina; b — oypanvruiii komnonenm ABM u3z 6accevina HapysicHoU cCOHHOU
apmepuu ciesa
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Puc. 4. llepebpanvras aneuocpagus: A — npsimas npoexyus. TomanbHo GbIKIIOUEHHAS U3 KPO-
somoka ABM neeoii sucouno-oazanvrou oonacmu uz 6accetinoe BCA u HCA cresa; b — 6okoseas
npoexyus. Tomanvho svikatouennas uz kposomoxa ABM neeoil éucouno-6azanwbroi obracmu u3z
baccetina nesoti HCA

HBIX IIyHTA (3-i 1 9-1 CErMEHT) MPaBoOro JETKOro
Y YaCTUYHO pa300IIEeHHBIN IIYHT B 6-M CErMEHTE
JIEBOTO JIeTKoro (puc. 5, puc. 7, A).

B I'Y «Hay4no-npakruyeckuii Lientp sHnmo-
BacKyJIsIpHOM HelpopeHtreHoxupypruu HAMH
VYkpauns»» B 2014 . TpaHCBEHO3HBIM TpaHcde-
MOpAJIbHBIM JOCTYIIOM BBIIIOJJHEHO TOTaJbHOE
pa3o0lIeHne apTepHOBEHO3HbIX IIYHTOB 3-r0 U
9-ro CErMeHTOB IPABOIO JIETKOIO ¢ MPUMEHEHUEM
OTZIeNIIeMbIX MUKpOcTHpanei (puc. 6, puc. 7, b).
[Tocne ToTanbHOro pa3o0IeHHs COCYAUCTHIX aHO-
MaJliii nanyeHTa nepectain OeCIOKOUTh MPHUCTY-
IIbI PE3KOTO YAYLIbS C [IAAHO30M.

C 2014 r. manueHT NpeabsBISET KanoObl Ha
MIOCTOSIHHOE TIOBBILIEHUE apTEPUAIBLHOIO JaBiIe-
Hus. KoHCynpTHpOBaH KapAuOI0roM U SHAOKPH-
HOJIOTOM. Y4YHTbIBasl JaHHbIE Ja0OpaTOpHBIX U
UHCTPYMEHTAJIBHBIX METOAOB, HMCKJIKUEHO Ha-
auuue 3a001eBaHuil MoYeK (B TOM YHCIE COCY-
JUCTBIE AaHOMAJIMM), & TAK)KE APYTUE HO30JI0TUH,
KOTOpBI€ MOT'YT OBITh IPUYMHOM cUMOTOMATHYe-
CKOM TMIIEPTEH3UU.

B Hacrosmiee Bpems nanueHT HabarogaeTcs y
SMUJIENTONIOTa, Ha (DOHE IpUeMa T'MITOTEH3UBHBIX
IIpenapaToB HOPMAJIN30BaJIOCh apTEPHAIBHOE
JJaBJICHUE.

Kunnunvecknii cayqait Ne 2
[TatmenTka B., 1995 1. poxnenus, HanpaBieHa

Ha KOHCyJbTaluIo Helipoxupypra B I'Y «Hayuno-
MpaKkTUYECKU LIeHTp 3HI0BAaCKYIIpHON HENPO-
pentrenoxupyprun HAMH VYkpauns» ¢ quarso-
3oM OHMK no nmemudeckomy tumy B 6acceiine
npaBoii cpeHelt Mo3rosoit aprepun (CMA).

JKanoOsl: omrynieHe ciadocTu B JIEBOU pyKe
U HOT'€, YacThIe TOJIOBHBIE OOJIH.

Amnamue3 3a0oneBanus. B 2011 r. mpu nnaHo-
BOM peHTreHorpauu OpraHoB TPYIHON KIIETKH

n: 243

a0 D ? A
o 8 i 20

ME

SAZDL-DS2A
3

Puc. 5. Aneuonynvmonozpamma. Apmepuosenos-
HbIU WYHM 9-20 ceemenma npagozo 1e2ko20
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Puc. 6. Aneuonynomonozcpamma. Imanst S9HO0BACKYIAPHO0 PA30OWEHUs APMEPUOBEHOZHO20 ULYH-
ma 9-20 cecmenma npagoco 1e2k020 OMoenseMblMu MUKPOCAUPANIMu. A — OKKII03Us Henocpeo-
CMBEHHO apmepuoeeno3no2o wynma, b — uacmuunoe pazobwenue wiyynma, B u I'— oxkaosus
MUKDOCRUPATIAMU HeNOCpeOCmeenHo aghghepenma u momanvHoe pazobujerue

B S6 cCerMeHTe CIpaBa BHISBIEH HEOIHOPOJIHBIN
YYacCTOK IaTOJIOTUYECKOTO YIUIOTHEHHUS Hempa-
BIJIBHOM (POPMBI C HEUETKUMH KOHTYpaMH pas-
MepoM 2,2 x 1,5 cM Ha (hOHE YCHIIEHHOTO COCY-
JIMICTOTO PUCYHKA.

Pentrenorpamma: K TaHHOMY Y4acTKy 4ETKO
MIPOCIIEKUBAIOTCA 1e(DOPMUPOBAHHBIE U3BUTHIC,
MeCTaMH HEPaBHOMEPHO PaCIIUPEHHBIE COCYIBI.
He BBIsSIBICHO MPHU3HAKOB MEPH(POKATHHOTO OTe-
Ka. BpIABIEH eme OIWH YYacTOK YIUIOTHEHUS
MPaBOTo JIETKOTO B S8, K KOTOPOMY YETKO MpO-
CJIC)KMBACTCSL OMOJHUTENbHBIN cocyn. [pyrux
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WHOWIBTPATUBHO-0YarOBBIX M3MEHEHUN B JIeT-
KHX HE BbIBIEHO. OpraHbl cCpeocTeHus 0e3 u3-
MeHeHuH. Jlumdarnueckue y3ibl He H3MEHEHBI.

3aKiIroueHue: MOA03PEHUE Ha AHOMAJIUIO CO-
CYZI0B HIKHEH 1011 npaBoro jierkoro, ABM ner-
kux S6 u S8 cermenroB. Pexomennosana MCKT
C aHTHOTpaduei.

B 2012 r. Bemmonnena MCKT opranoB rpyn-
HoM kierku: KT-nmpusHaku cOCyIMCTON Majb-
dbopmarun — MHOXKecTBeHHbIe ABM mpaBoro
nerkoro. PekomeHnjoBaHa KOHCYJIBTALMS ITyJIbMO-
HOJIOTa. YUYUTHIBasi OTCYTCTBUE Kasl00, MaIeHT-
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Puc. 7. Aneuonynomonozpamma.: A — apmepuoseHo3nbvlti uWyHm 3-20 cecMenma npagozo 1e2Ko2o,
5 — snoosackynsapnoe momanvhoe pazodujenue wynma 3-20 ce2meHma npasozo 1e2ko2o ¢ npume-
HeHueM OmoenieMblX MUKpOChupaetl

Ka 0TKa3aJ1ach OT JAJIbHEUIINX KOHCYJIBTALNM.

Co cnoB ManMEHTKU B MOCJIEJHUE [BA rofa
MOSIBUJIMCH YacThle (2—4 B Mecsll) HOCOBBIE KPO-
BOTCUECHMUSL.

B 2015 r. mocne cTpecca pe3ko MOSIBUIOCH
HapylleHHe YyBCTBUTEIBHOCTH M CJIa0OCTh B
JIEBOM pyKe M HOTe, B CBS3M C YeM ObLiIa TOCIH-
Tanusuposana ¢ quarHozoM OHMK. Beinonnena
MarHUTHO-PE30HAHCHAs TOMOTpadusi FOJIOBHOTO
Mo3ra ¢ koHTpactupoBanueMm (MPTA). 3akitoue-

nue: OHMK no nmemunueckomy tHiy B 6acceid-
He npaBoil CMA Ha ¢oHe aHOManIMM pa3BUTHUS
COCYZIOB F'OJIOBHOTO MO3ra IO TUITy aHOMAJIbHO-
IO BEHO3HOI'O JpEHa)ka, HE HCKIIOYEHO, B KOM-
OuHanu c TeneaHrudkrasusiMu. ABM B neBoii
J00HOM 00JacTH MO THUIY BEHO3HOM aHTMOMBI/
TEJICAHTUIKTA3UU. Suspitio TEIEAaHTMIKTAa3UU B
IIPOEKIIMH YEPBSI MO3KEUKA.

Anamnesis vitae: OTpULIA€T TPABMBbI, HAJIUYUE
JpyTUX COMYyTCTBYIOLMX 3a0oneBaHuil. Cemeii-

Puc. 8. I[epebpanvras aneuoepagpus. [{ee ABM 6 bacceiine negoii cpeoneti Mo320601 apmepuu.
A — npamas npoexyus; b — bokosas npoexyus
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Puc. 9. Aneuonynomonozpamma. Apmepuosenos-
HbIU WYHM 6 ceemenme S6 npagozo 1e2ko2o

HBI aHaMHe3: Mama 1 6alylKa CTpajgaroT OT Ya-
CTBIX HOCOBBIX KPOBOTEUEHMM, 32 MEAULIMHCKOU
MIOMOIIIBIO HE 00OpaIaIUCh.

[TanueHTKEe BBINIOJIHEHA CEJIEKTUBHAs aHIU-
orpadus. BoisiBieHsl MHOkecTBeHHble ABM:
JIEBOTO IOJyIIApHsl TOJIOBHOTO MO3ra, IpaBo-
ro jerkoro, neuenu (puc. 8-10). B cermente S6
IIPaBOrO JIETKOTO OIPENEISAIOTCS MHOMKECTBEH-
HbIE YYaCTKU aTUIIMYHOIO CKOIUIEHUS KOHTPAaCT-
HOT'O CPEJCTBAa B HEPABHOMEPHO PaCIIUPEHHBIX
coCyllax — apTEpUOBEHO3HBIN LIYHT IPaBOrO
JIETKOTO.

Juarnos. LIBb: MuoxectBennsie ABM: ne-
BOT'0 IOJTyILIAPHsI TOJIOBHOTO MO3I'a, IIPABOTO JIET-
koro, nedyeHu. CocTosHUE MOCJEe NEPEHECEHHO-
ro OHMK no tuny umemun B 6acceitne CMA
CIIpaBa.

VYuureiBas Hanuuue AByX Kpurepues Kropa-
cao (HocoBble kpoBoTeueHHs 1 ABM B Jerkux,
IIeYE€HU, MHOKECTBeHHbIe ABM ronoBHOro mMos-
ra (Ipu OCMOTpE KOXKHBIE TEJICaHTUIKTa3UM He
BBISIBJICHBI)), AuarHo3 «6one3np Ocnepa—Pen-
no—Bebepay kinaccuduuupyercs Kak BO3MOXK-
HbI. PekoMeH10BaHa KOHCY/IbTALNsl TEHETHKA.

BoiBoabI

HacnencrBennas remopparuyeckas TejieaH-
rudKTasus, unu 6one3np Ocnepa—Penaro—Beoe-
pa — HacJeICTBEHHOE 3a00JeBaHUEe, KOTOpPOe
HaclleyeTcss MO0 ayTOCOMHO-JAOMHHAHTHOMY

EnnoBackynspHa HepopeHTreHoXipypris - 2016 « Nel(15)

Puc. 10. Aneuoepamma. ABM 6 nevenu

tumy. BeliencTBue HapylieHUsT aHTHOTEHe3a y
OOJBHBIX C JIaHHBIM 3a00JIeBaHUEM Ha MPOTS-
KEHUU BCEHl KU3HH BO3MOXKHO (pOpMHUPOBAHUE
ABM, apTeprOBEHO3HBIX IIYHTOB M aHEBPU3M
COCY/IOB BHYTPEHHUX OPTaHOB.

HacneacTBennas remopparudeckas TeleaH-
TUIKTA3UsI MOXET MPOSBIATHCA MHOKECTBEH-
HBIMU TEJICAHTUIKTA3UIMH Ha KOXKE, CITUZUCTHIX
U CepO3HBIX 000J0YKax, HOCOBBIMH KpPOBOTE-
yeHussiMU. [Ipu BOBIEUEHHH COCYIOB JETKUX
BO3MOXXHO TMpOsiBJIeHUE 3a0oieBaHUsT B BUIE
OJBIIIKU TPU (U3HUYECKUX HATPy3Kax, SMHU30-
JIOB KpOBOXapKaHbs. [Ipu mopaskeHuu xemyaod-
HO-KHIIEYHOTO TPaKTa U MEeYeHU BO3MOKHBI Tie-
puonuyeckue 6e3005e3HEHHBIE KPOBOTECUCHUS,
xentyxa. [Ipu mopakeHuu cocyqoB MO3ra Ha-
6monatorcs MHTpakpanuaibusie ABM. YV 39 %
nanueHToB ¢ 6onesHrpio Ocnepa—Penaro—Beoe-
pa COCyIUCThIE aHOMAJIMU COCYIOB MO3ra MHO-
KECTBEHHBIE.

CuMOTOMBI M TIEPBBIE >KANIOOBI TMAIllUEHTa C
HACIIC/ICTBEHHON TeMOpparnyecKoi TelleaHTHIK-
Tazued pasHooOpasHbl. [ yimydilieHus TuarHo-
CTHMKH JJaHHOTO 3a00JeBaHus TpeOyeTcsl HaCTOpO-
YKEHHOCTb Bpadell P BBISBICHUU COBOKYITHOCTH
XapaKTEePHBIX CUMIITOMOB.

[TanmeHTy ¢ AMarHO30M «HACJIEICTBEHHAS Te-
MoOpparuyeckas TeIeaHruIKTa3us» JOJKEH Mpo-
BOJIUTHCSL PETYSIPHBI MOHUTOPHUHT TOSIBICHUS
HOBBIX WJIM YBEIUYEHHUS CYIIECTBYIOIINX Mallb-
(dbopmaruii, a Tak)Ke BOSMOXKHOM peKaHaIU3aINH
AMOOTM3UPOBAHHBIX.
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CITAAKOBA 'EMOPAT'TYHA TEJIEAHI'IEKTA3IA, ABO
XBOPOBA OCJIEPA-PEH/IIO-BEBEPA
JI.B. LIETJIOB!, H.M. HOCEHKO?, C.B. KOHOTOITYUK', C.B. YEBAHIOK'

' Y «HayxoBo-npaktuunuii Llentp enmpoBackymspHoi HeiipopentreHoxipyprii HAMH Ykpainuy,
M. Kuis
? HanioHanbHa MeIWYHA akajeMis micasnumioMuol ocsita imeni [1.J1. Hlynuka, M. Kuis

AprepioBeHO3HI Manb(hopmallii, aHeBpU3MH 1HTPAKpaHiaJIbHUX CYIWH — CYIUHHI aHOMaJIii, Kl €
MIPUYMHOIO TOCTPOTO MOPYIIEHHSI MO3KOBOTO KpoBOOOiry. Manb(opmariii CyinH MO3Ky HaidacTie
€ 130JIbOBAaHUM YPAXECHHSM, ajleé MOXKYTh OyTH BUSIBOM CIaJIKOBOT TéMOpariqHoi TeneaHriekrasii abo
1HIIIOT CyAMHHOT JUcTIIasii.

CrnagkoBa remMoparigia Teneanriekrasis, abo xsopoda Ocnepa—Penaro—Bebepa, — cmaakoe 3a-
XBOPIOBAHHSA, B OCHOBI SIKOTO JIXKHTbH MOPYIIEHHS aHT10Te€HE3y. YCIaIKOBY€EThCS 32 aBTOCOMHO-/10-
MIHAaHTHUM TUTIOM. Lle 3aXBOpIOBaHHS BUSBISETHCS HASBHICTIO apTEPiOBEHO3HUX Maib(opMarliii,
IIYHTIB Ta aHEBPU3M CYIMH BHYTPILIHIX OpraHiB, MHO)KUHHUMH TeJI€aHT1eKTa31IMU Ha LIKipi, CIU-
30BUX 1 CEPO3HUX OOOJIOHKAX. YTBOPEHHS MATOJIOTIYHUX CYIUHHUX CTPYKTYP MOXKIIMBE MPOTSITOM
yCBOTO XUTTS XBoporo. KiiHiuHI BUSBH 3aJeKaTh BiJl JOKaTi3allii Ta po3MipiB CyTUHHUX aHOMAJIii.
VY Takux NamieHTiB MOXXYTh CIIOCTEpIraTHcs HOCOBI Ta IUTYHKOBO-KUIIKOBI KPOBOTEUI, MIKIpHI Tele-
aHriekrasii, apTepioBeHO3HI Maib(opMarlii jerenp, nedinku. [lpu ypakeHH1 HeHTpaIbHOT HEPBOBOT
CHCTEMH apTepioBEHO3HI Masib(hopMallii € MPUUINHOIO TOCTPOTO MOPYLICHHS MO3KOBOTO KPOBOOOITY.
Jlnist criaIkoBOT reMopariqHoi TeleaHriekTasii xapakTepHa MoJIiTOMHICTh JIOKaJi3alii CyTMHHUX aHO-
Mauniid. [lepini cCMMITOMU MOXKYTh BUSBUTHUCS B Oy/Ib-SIKOMY BilIli ITiJ] MACKOIO 1HIIINX 3aXBOPIOBAHb.

Hageneno omsi siteparypH, NpUCBSYECHIH OCOOIMBOCTSIM Mepediry 3aXBOPIOBAHHS Ta MOXIIU-
BOCTSM JiarHOCTUKH. [IpoaHanizoBaHO KOHCEpBaTHBHI Ta XipypriuHi MeToau JikyBaHHs. [Ipencras-
JICHO JIBa KJIIHIYHUX BHITAJIKU MAIIEHTIB 3 pi3HUMH BUsiBaMU XBopoou Ocnepa—Pennro—Bebepa.

Kurouosi cioBa: aprepioBeHO3HI Majb(popmallii, criakoBa reMopariytHa TeleaHrieKTasis, XBo-
poba Ocnepa—Penmio—Bebepa, niarHocTHka.
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HEREDITARY HEMORRHAGIC TELANGIECTASIA OR
OSLER-RENDU-WEBER DISEASE
D.V. SCHEGLOV', N.N. NOSENKO?, 8.V. KONOTOPCHYK!, S.V. CHEBANYUK'

I'SO «Scientific-practical Centre of Endovascular Neuroradiology NAMS of Ukraine», Kyiv
2 P.L. Shupyk National Medical Academy of Postgraduate Education, Kyiv

Arteriovenous malformations, aneurysms of intracranial vessels are vascular anomalies. They are
the cause of acute stroke. Hereditary hemorrhagic telangiectasia or Osler—Rendu—Weber Disease —
a hereditary disease that is caused by a violation of angiogenesis. That is inherited in an autosomal
dominant manner. The disease is manifested by the presence of arteriovenous malformations, aneu-
rysms and grafts of internal organs, multiple telangiectasias of skin, of mucous and of serous mem-
branes. The formation of pathological vascular structures can be during of all life of the patient. Clin-
ical manifestations depend on the location and size of vascular anomalies. Nasal and gastrointestinal
bleeding, skin telangiectasia, arteriovenous malformations of the lungs, the liver can be observed
in these patients. Arteriovenous malformations in the central nervous system are the cause of acute
stroke in the patient with Osler—-Rendu—Weber Disease. Vascular anomalies are located in different
organs in patients with hereditary hemorrhagic telangiectasia. The first symptoms may be of any age
and be similar to other diseases.

A literature review was made on the problem characteristics of the hereditary hemorrhagic tel-
angiectasia, and diagnostic capabilities in the article. Analysis of possible conservative and surgical
treatment was performed. Two clinical cases of patients presented with various manifestations of the
Osler—Rendu—Weber Disease.

Key words: arteriovenous malformations, hereditary hemorrhagic telangiectasia, Osler—Rendu—
Weber Disease, diagnosis.
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