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N30AUPOBAHHBIN TPOMOG03 MEAKUX TAYOOKUX BEH FOAOBHOIO MO3ra

T.B. MateBeeBa’, M.M. N6atyaAauH’, PT. landytamHos’, A.KO. KasaHues', A.P. AATbIHGOEB?,
.A. acaxoea?, C.1. CapuyaanHa?®

IPreoy BO KazaHckuin TMY MuHsapasa Poccumn, KasaHb, Poccus
TYA3 «UFKB Ne 18», KasaHb, Poccug
3000 «MU Antonut Ha Kypckony, KazaHs, Poccug

PE3IOME

Tpomb03 2ny6okux eer (I'B) 20106H020 Mo32a 26:15emcs pedkoli U mpyoHO OUAZHOCMUPYEMOLl NPUHUHOLU 0CMPO20 HAPYUWIEHUS MO3208020
Kposoobpawenus. B 6onvwuncmse nybnukayuli onucsi8aromes HeU30aUPo8axHsle mpomoo3sl I'B 2onosHozo mosea, yauje eeH [anena u Po-
3enmans. B cmamve npedcmasneHo KnauHu4eckoe HabmooeHue Kpaiine pedkozo U3oauposanHozo mpomoosa meakux I'B 20108H020 Mo3ea
Y nayuenmku ¢ go3pacme 31 200a ¢ OmMA20WeHHLIM AKYWEPCKUM AHAMHE30M U mpombounuet. 3abonesanue 0ebromuposao Hapacma-
oujeli 2unepmeH3UOHHOU 207108HOU 001bI0, 3ACMOLUHBIMU USMEHEHUAMU HA 27IA3HOM OHE, MO3NCEUKOBOU U NUPAMUOHOL CUMNMOMAMUKOL.
Tpu mazhumuo-pesonarcroil momozpapuu (MPT) 20108H020 M032a Obl1 8bI6EH NAMMEPH MHO2004A206020 NOPANCEHUS 20108HO20 MO3-
2a, 4mo NOCAYMHCU0 NPUHUHOU NOCMAHOBKU NEPEOHAYANILHO20 OUAZHO3A «paccesHHblll ckaepos». Ilayuenmka nonyyana nyasc-mepanuio.
Jugpdpepenyuansiivbiii 0uazHo3 nposoousncs ¢ CUCMEMHbIMU 3a00Ne8aHUSMU COEOUHUMEbHOU mkanu. Pezpecc 20108Hbix Goneli, usMeHeHull
271a3H020 OHA, OGHHbIE HEPOBU3YANU3AYUL 8 OUHAMUKE, PE3YNbMambl 2eMamon02uiecko2o 00c1e008aHUS N0380UNU 8bICMABUMb OUAZHO3
«mpomMO03 MeNKUX 2nYyOOKUX 8€H 207106HO20 M032a». Ha Pore mepanuu anmukoazynsHmamu ommedandach NOa0NCUMeNbHAs OUHAMUKA —
3HQUUMEJILHO pegpeccuposanu ouazu, no danHsiM MPT, nayuenmka 3abepemerena, poouna 300po8o2o peberka. B cmamye onucatbl 0ocoden-
Hocmu MPT-uzobpaxcenuii mpom60o3a I'B 20106H020 M032a, Komopble Mo2ym Oblmb UCNOIb306AHb! 0151 OUAZHOCMUKU OQHHOU NAMOoJI02ul.
KJIKOYEBDBIE CJIIOBA: mpom603 21y6oKkux 8eH 20J108H020 M0O32a, 6EHO3HbILI UHCYIbM, mpomboguaus, koazyaonamus, becniooue, 20108HAS
00b, paccesHHbIl CKEPO3.
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ABSTRACT

Deep cerebral venous thrombosis is a rare pathology and hard to diagnose cause of the acute cerebrovascular diseases. Commonly, the
veins of Galen and Rosenthal affected by the non-isolated deep cerebral venous thrombosis are described in most of the publications.
The article presents a clinical case of an extremely rare isolated deep cerebral venous thrombosis in a female patient aged 31 years with
a burdened obstetric history and thrombophilia. The disease onset started with increasing hypertension headache, congestive changes
in the fundus, cerebellar and pyramidal signs. Magnetic resonance imaging (MRI) of the brain revealed a pattern of a multi-focal brain
lesion. Thus, the primary diagnosis of «multiple sclerosis» was established, so the patient received pulse therapy. Differential diagnosis
was conducted with systemic connective tissue diseases. Regression of headaches, of changes in the fundus, dynamic neuroimaging
data, and the results of hematology test made it possible to diagnose «deep cerebral venous thrombosis». During the anticoagulant
therapy, there was a positive dynamics: the foci significantly regressed according to MRI data, the patient became pregnant and
delivered a healthy child. The article describes the characteristics of MRI images on deep cerebral venous thrombosis, which can be
used to diagnose this pathology.
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BBEINEHUE THO3 NPY paHHel! JUarHOCTHKe 1 CBOEBPEMEHHO HA4aToM Jie-

Tpom603bl MO3rOBbIX BEH ¥ BEHO3HbIX CHHYCOB y B3pOC-  4€HHMH BEHO3HOro TpoMbo3a umeet Mecto y 80—90% 60nbHbIX
JIbBIX BCTPEUAIOTCS C 4acTOTOM 5 ciyyaeB Ha 1 miH B rox [1], [2]. BeHo3Hbiit TpoM0603 sBJIsSIETCst PUYMHOIL MHCYbTa B 0,5—
CMepTHOCTb BapbupyeT oT 5% 10 30%, 6naronpusthblii mpo- 1% cnyyaes [1, 3]. LiepebpanbHbie BEHO3HbIE MHCYIILTHI Yallle
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OTHOCSITCSI K MIIEMUYECKUM WM CMEeLIAHHbIM (KpaCHbIN MH-
bapkT), pexxe — remopparuieckuM (KpoBOU3JHSIHUE B Hllle-
MU3MPOBAHHYIO TKaHb, pa3pbiB cocyna) [4, 5]. Knuxnueckas
KapTHHA MHCYJIbTA 3aBUCUT OT pa3MepoB Tpomba, Mpoxoau-
MOCTH BeHbI 1 JIOKaJIM3aL1K1 TPOMOMPOBAHHOI1 BeHbI, pa3By-
TOCTH CHCTEMBI KOJUIaTepaseii, 3a060seBaHus], PUBEJLIEro
K TpoM603y. OCOOEHHOCTSIMM BEHO3HOTO MHCYJIbTA, MO AaH-
HbIM HelipoBU3yanusauuu, seistorcst [4-10]:

¢ HalMuMe MU 3aKyINopKe Jaxke HeOOJIbLLIOI BEHbI BbIpa-
’KEHHOTO Nepru(OKAIbHOTO OTEKa;

¢ pa3BUTHe Ba3OTeHHOrO OTeKa [0 Pa3BUTHSI LIUTOTOKCH-
4ecKoro;

¢ paHHsig reMopparuueckas TpaHcopmaLus;

¢ BOBJIEYEHHE B NMPOLIECC HECKOJIbKKX BEH, HEPEKO On3-
KO PacrosioskeHHbIX, C 00pa3oBaH1eM MHOKECTBEHHbIX 04aroB;

¢ ¢dopmupoBaHMe [IBYCTOPOHHMX, YacTO CHMMETpHU-
HO pacroJiosKeHHbIX 1 He COBMAAAIOLLMX C 30HOI BACKYJIsIpU3a-
LMK apTepHii 0UaroB MieMnH (TUIUYHbI NPU3HAK HApYLUIEHUs]
BEHO3HOT0 KPOBOOOPALLIEHNs).

IMepu¢oKanbHbIil OTEK MPH 3aKyNOpKe BeHbl 00'bSICHSIET-
Cs1 0COGEHHOCTBIO CTPOEHHsI CTEHKM BEHO3HOTO COCYAa, ue-
pe3 KOTOpYIO skufKast 4YacTb KPOBK CBOOOAHO MepeMellaeTcst
B NIePHUBACKYJISIpPHOE IPOCTPAHCTBO, BbI3bIBASI KOHCTPUKLIMIO
COCYZIOB, MUTAIOWIMX 00nacTb CcTa3a, M CO31aBasi yCJIOBHUS
11 MLIeMHU3alMu TKaHW UM 1Ji pa3BUTUS Macc-3¢pdekra.
Orek sBnsieTcs: GakTOPOM, pacrnoyararllivM K KPOBOU3IH-
auuto [5, 7].

CBenenus o yacrote TpoM6030B rnybokux BeH (I'B) mo3-
ra npaktnuecku otcytctyloT. T. Pfefferkorn et al., ucnosnn-
3ysl HAKOIUIEHHble 3a JecsTWeTHe AaHHble ABYX BeyLUuX
KMmMHUK MroHxena u [lapmska, npoananusupoBas 32 Habmo-
neHust Tpom6o3oB I'B [9], ycraHoBuMIM, uTO 10T M30IMPO-
BaHHbIX TPOM0O030B ['B (BHyTpeHHMe BeHbl, BeHa [aneHa, Oa-
3anpHasi BeHa PoseHTans, mpsiMoit cuHyc) cocrasisier 28%
OT Bcex TpoM6030B 'B. OcranbHble Ciydan OTHeCEHbI aBTOpa-
MU K HEM30JIMPOBaHHBIM TpoM6o3am I'B, npy KOTOpPBIX OZHO-
BPEMEHHO TPOMOMPYIOTCS KOPTHKAJIbHbIE BEHBI, OMEPEeYHbIi,
CaruTTasbHblil 1/WK fpyrue cuuychbl [9]. Onucanus Tpomo6o-
30B MeJIkuX B B nomymapusix ronoBHOro Mosra B JOCTYIHO
HaM JIUTepaType He BCTPETUIIOCh.

IuarHoctuka Tpom60o3a I'B Mo3ra u3-3a MHoroo6pasus
KJIMHUYECKUX TPOsIBJIeHNII Ype3BblYaiiHO TPYAHA Aaxe MpH
HaJIM4MKM JaHHBbIX HelpoBuayanusauuu [1, 11]. B 6onbuimH-
cTBe ny6aukauuit nHopmauus o Tpombo3ax I'B ronosHo-
ro Mo3ra OrpaHMUMBAETCs ONIMCAHUEM TSDKEJION JUCYHKLIMN
ansHuedanbHOil 00671aCTH C yrHETeHHeM CO3HaHWs, I7a-
30]1BUTraTe/IbHbIX HAPYLIEHNUI 1 3paYKoBbIX peakuuii [12, 13].
[porHos, Kak mpaBmIo, HeGIArONPHUSITHBINA, OCOOEHHO MpH
HecBoeBpeMeHHON auarHoctuke [13, 14]. JluarHo3 Tpom-
603a I'B, no maHHbIM sMTEpaTypbl [9], CTABUTCS B CPOKH
or 1 no 76 nHeit, npy M30JMpOBaHHBIX TPoMOO3ax cpen-
HHe CPOKM MOCTaHOBKM AMarHosa cocrasiasior 19,1230
IHsl, TIPY HEU30JMPOBAaHHOM TpoMbGo3e — 6,3+6,5 nHs.
HanGonee yacteiMu npuurHamm Tpombosa I'B sBastoTcs
HapyuieHns: koarynsuuu (B 41% ciy4aes), npuem opajb-
HbIX KOHTpauenTuBoB (28%), nocieponosoit nepuof (25%)
[9]. IuddepenunanbHblii AUarH03 NPUXOAUTCS POBOAUTD
¢ 6OJIBLIMM YMCITIOM HO30JIOTMYECKHUX eAMHMUL, B T. Y. C NCHU-
XMUeCKUMHU 3a00JIeBaHUSIMH, OMyXOJISIMU FOJIOBHOTO MO3ra,
paccesiHHbIM cKyiepo3oM [14].

IpuBOAMM oOmnMCaHWe KIMHMYECKOro HaOJIONEHHsI MOJO-
10¥i MaLeHTKH, WUTIOCTPUPYIOLLEro CJI0KHOCTb AMarHOCTUKU
M30JIMPOBAHHOrO TPOMO03a MEJIKMX BEH rOJIOBHOTO MO3ra.

KJIMHUYECKOE HABJIIOJJEHUE

Mauuentka VY., 31 rog, 3abonena B uio"e 2017 r., korga
BO3HUKIM Judy3Hble, pacnuparolide, TPYAHOMNEPEeHO-
CHMMble TOJIOBHbIe GOJM, HE KyMUpyemble aHalbreTHKaMH,
YCUIMBAIOLIMECS] TIpY MaseiillleM OBUXEHHU rosoBoit. lo-
n0BHasi 60JIb COMPOBOXKAANACh TOLIHOTO!, PBOTOM. B Te-
yeHue Hezenn 6osb Hapacrana: GonbHas nepectana 3aHU-
MaTbCsl TMOBCEJHEBHbIMU OOBIYHBIMU [1e/laMH, MOCTOSIHHO
Jiekana, MpOAYKTUBHBIM KOHTAKT Obl1 orpaHnyeH. [loBbile-
HUS TEMIIEpATypbl UK JPYryX NPU3HAKOB MH(EKLMOHHOrO
3aboneBanust He Habmoanock. K KoHLY Heneny crano 6ec-
MIOKOUTD JJBOEHKE MPU B3IJIsifie Ha JoOble paccTosiHusl. [1Bu-
JKEHMS IMIa3HBIX sI0JI0K CONpoBOskAanuch 007bi0. [losBUNCH
LIATKOCTb NpHU X0[b0e, HeyCTONUUBOCTD, JPOKAHKE B PYKaXx.
YTpatuna BO3MOXHOCTb MepenBUraTbcsi 0e3 MoAJep>KKHU.
[TpoKOHCYIbTHPOBaHA OKYJIMCTOM, KOTOPbIi 0OHAPY KK BbI-
pakeHHble 3aCTOHbIe sIBJIeHUs] Ha [JIa3HOM JIHe U peKOMeH-
IOBaJl MpOBeJleHUe MAarHWTHO-Pe30HaHCHO# Tomorpaduu
(MPT) ronoBHOro mosra ¢ nocjenyolleil KOHCyJIbTaLued
Hesposora. Ha MPT ronosHoro mMosra BbisIBJIEH «KOHITIOMe-
paT» MHOXXECTBEHHbIX O4aroB B NPaBOi M, MEHbLUKUX pa3me-
pOB, Ha CUMMETPUUYHOM Y4YacTKe B JIEBOIi JTIOOHO-TEMEHHOI
obnactu (puc. 1, A).

[lauyeHTKy B SKCTPEHHOM MOPSAKE TOCMUTAM3UPOBAIIH
B HEBPOJIOrHYecKoe OT/esleHue M0 MeCTY XUTeJbCTBa C MOf0-
3peHKeM Ha MHCyIbT. [IpoBoamncs auddepeHumanbHblil a1a-
THO3 MeKJy O4Yaramu ULIeMHUU U JeMUeTMHU3aL1u.

B HeBposornyeckom craTyce npu MOCTYIUIEHWM OMNHKCa-
Hbl PAaBHOMEPHOE OKMBJIEHHE TTyOOKUX pedIieKCcoB, MO3-
)KEYKOBasi TMOXOJZIKA, BBIMOJHEHNE KOOPAMHATOPHBIX MpPOO
C MHTEHLMeI, HeyCToHUMBOCTb npu npobe Pombepra. K co-
JKaJIeHUIO, B BBIMIMCKE U3 UCTOPUM O0JIE3HM HE OTPaXKeHO Ha-
JM4Me TOJIOBHOM 60JHM, HeT onucaHus ofLero craryca na-
LMeHTKHU. BbicTaBieH nuarHo3 «paccesiHHblii ckiepos (PC)».
[lonyuana Tepanuio TIIIOKOKOPTUKOCTEPOMUAAMH, Ha (oHe
KOTOPO#i perpeccupoBai rojoBHble GOJM, 3aCTOIHBIE SIB-
JIeHUsI Ha TJIa3HOM [HE; MPOZJOJIKanM OecrnokouTbh obuas
cnaboctb, apoxkanue B kuctsax. Ha MPT ronoBHoro mosra,
MpOBEeZIeHHON Yepe3 2 Mec. Nocyie nepsoro o6cnenoBaHms,
KOHCTAaTMpPOBaNM TMOsIBJIEHME HOBbIX OuaroB, yBeJIHYeHHe
TJI0LIaY TOPaskeHusl; ouari, HalloMHUHatoL1e «nasnblipl Jlo-
yCOHa», HaKOIJIeHHe KOHTPACTHOrO BelleCTBa HEKOTOPbIMU
ouaramu (puc. 1, B-D). [Ing uckmoueHus CUCTEMHbIX 3a00-
neBaHuit coennnutenpHoil TkaHu (C3CT) GonbHas mpolina
o6cnenoanue B ®T'BHY HUMP um. B.A. HaconoBoit. O6wiuii
aHaJIM3 KPOBU, CKOPOCTb OCelaHus IPUTPOLIUTOB, AHTUTENA
k aeycnupanbHoit JJHK, antutena k xapauonunuHam IgG,
IgM, C3- u C4-komnonenTol komiuieMeHrta, ANCA, aHTu-
HyKJIeapHblii (pakTop — BCe MapaMeTpsbl B Ipeiesiax HOpMbl,
Ha ocHoBauun 4vero C3CT wuckmouensl. [lauuenTtka Obina
o0crnenoBaHa B OJHON M3 KIMHMK T. MOCKBbI, nuarnos PC
noareepxkaeH. Tam ke nposeneda MPT cninHHOro mMosra —
MaToJIOTMH He 0OHAPYsKeHO.

[TpumepHo vepes rox nocine febiora 3aboseBaHus nawLu-
eHTKa Obina HanpasjeHa Ha Kadenpy HeBposorun GIrBOY
BO Kazanckuit TMY Munsgpasa Poccun nnst yrounenus nu-
arHosa. JIOMoJHUTENbHO K aHaMHe3y: B JIeTCTBe 4acTo 60-
nena OPBY, cTpanaer XpoHMYECKUM racTpUTOM C obocTpe-
HUSMU. AKywepckuil aHamHe3: epBble Be 6epeMeHHOCTH
y MaLMeHTKH 3aKOHYMIINCD BbIKUbILAMU. TpeTbst 6epemeH-
HoCTb B 20-71eTHEM BO3pacTe NpoTeKasa C yrpo30ii BbIKUbI-
11a, poAmIIa 340poBoro Manburka. Jlasnee (B Teuenne 10 ser)
3abepemeHeTb He MOrJIa, 00CIe10Banach o nNoBoay 6ecrio-
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Puc. 1. JanHble MPT nauuneHtkn Y.: A — T2 FLAIR, ovaru
npv npoeegeHunn nepsoro MPT (uoHb 2017 1.); B — T2
FLAIR, yBenu4eHve o4aros B NpaBoM 1 JIEBOM MonyLLapusax
npwv npoeegeHnn MPT B guHamuke (aBryct 2017 r.); C —
T2 FLAIR B caruttansHom cpeae, o4aru, HanoMmuHaroLme
«nanbubl floycoHa» (aBryct 2017 r.); D — T1-B3BeLLEHHbIE
N306paXXeHUs1 C KOHTPACTHbIM YCUIIEHMEM, HAKOMNEeHNe
KOHTPACTHOr0 BELLECTBa HEKOTOPbIMM o4aramu (nokasa-

Ho cTpenkamu) (aBryct 2017 r.); E, F — T2 FLAIR, perpecc
o4aroB Ha (hoHe feveHns B guHaMuke (oexkabpb 2018 r.)

Fig. 1. Female patient's MRI data: A — T2 FLAIR, foci during
the first MRI (June 2017), B — T2 FLAIR, foci enlargement

in the right and left hemisphere during dynamic MRI (August
2017), C — T2 FLAIR in the sagittal slice, foci resembling
"Dawson's fingers" (August 2017), D — contrast-enhanced
T1-weighted images, accumulation of contrast agent by some
foci (arrows) (August 2017), E, F — T2 FLAIR, regression of
foci during the treatment with follow-up (December 2018)

nusi. 3a ron o nebiora 3abosieBaHNsl HEOIZHOKPATHO MpO-
BOJMJIOCh 3KCTpakopropanpHoe oronorsopenre (3KO),
nojlyyana MHTEHCHBHYIO TOPMOHAJbHYIO Teparnuio, OfHa-
KO 6epeMEHHOCTb TaK W He HACTYMMIA, TPOUCXO1Ia rberb
aMOproHa Ha 3—4-e cyT. O6cnenoBaHa reHeTHKOM, N1aToJI0-
I He BbIsIBJIEHO. [IpOBOAMIMCD TMCTEPOCKOMMS, Jlanapo-
cKomusi. [InarHoCTHPOBaH 3HAOMETPHO3 Ta30BOii OPIOLLINHBI,
MpOBeZieHa KOoaryJsLus.

Ha MOMeHT ocMOTpa MauveHTKa MpenbsBisia Kaao0bl
Ha JpokaHue B pykax. AKTHBHA, IMOLMOHANIbHO JIaOWIIbHa,
3idopryuHa, MHOrOpeurBa, 3afaeT MHOrO, 4acTo GeccMbic-

Puc. 2. KonnaTtepasbHblil BEHO3HbIN OTTOK B MPaBOM Mony-
Wwapwvm (nokasaHo cTpefikamu) no gaHHbiM MP-BeHOCUHYCO-
rpacum

Fig. 2. Collateral venous outflow in the right hemisphere
(arrows) according to MRI of venous sinuses

JIEHHBIX, BOMpPOCOB. [lBUraresbHble M UYyBCTBUTEJIbHbIE Ha-
PYLLIEHHS] OTCYTCTBYIOT, B MOBCEAHEBHOI KU3HN HUUeM cebst
He orpaHnunBaet. Pediexkcbl 00bIUHOI KMBOCTH C Heybenu-
TeNbHbIM MpeobiafaHueM creBa. VHTEHUMOHHBIN Tpemop
TMpH BBIMOJIHEHMH TAJbLIEHOCOBO# NMPoObI, GoJiee BbIpaskeH-
Hblil CJleBa, AUCAMANOXOKUHe3 cneBa. HuddysHas Mbiiiey-
Hasi TMIIOTOHMSI B KOHEUHOCTSIX, OOJIblle ClieBa. YMepeHHbIit
TIOCTYpaJIbHBII TPEMOP NaJbLieB NPaBOM KUCTH U MEHEE Bbl-
pa’keHHbIl — JIEBOM, YMEHbLUAIOLIMIACS NPU MPUOIIMKEHUH
K Lenu. [latneHTka rocnutanu3npoBaHa 1jist IpoBesieH!s J10-
TIOJIHUTEJIbHBIX UCCIIeJOBAHMUIA.

CraHzmapTHOe 71a60paTOPHO-MHCTPyMeHTaIbHOE 00cie-
ZOBaHWe MaLMeHTKU (OMOXMMUYECKUI aHaJu3 KPOBH, 3J€K-
Tpokapauorpadusi, peHTreHorpacusi OpraHoB IPyAHON KIIET-
KU, YJIbTPa3BYKOBOE MUCCIIEJOBAHNE COCY/IOB LiIeH) NaToJNOrHK
He BblsBUI0. OcMOTp odranbMosiora: COCTOSIHME I71a3HOTO
IIHa — [UCK GJIeHO- PO30BBIit, PaHULIbl YeTKHe, Kanubp cocy-
I0B He nsMeHeH. MP-Benocunycorpadus u KT-anruorpadus
C BEHO3HO! (a30ii: KpyMHble BeHbl U CHHYCbl HE W3MEHEHbI,
3a MCKJIIOYEHHEM YMEPEHHOrO pacIiMpeHHs] KOPKOBBIX BEH
CpenHero 1 AMCTaJbHOrO CerMeHTa CrpaBsa (Ha ypOBHE BepX-
Hell aHacTOMOTHUecKoii BeHbl Tponsipna) (puc. 2), uTo Mo-
KeT CIYKUTb MPU3HAKOM (POPMHUPOBAHUST KOJIATEPAJIbHOTO
OTTOKa.

llpoBeneH KOHCHIMYM C OOCYKOEHHMEM KJIMHUKO-Hef-
POBM3YaNM3aLMOHHBIX M MAPAKIMHAYECKMX JAHHbIX: Ha ce-
pun MP-ToMOrpaMm rosioBHOro Mo3ra B napaBeHTPHUKYJISIPHOM
obnacTy I00HBIX 10Jeit, GOIbLLE CIpaBa, ONpenensoTcs oba-
KOBUZIHbIE KOHIJIOMepPaThbl T’MAPOGUIBHO U3MEHEHHOH MO3ro-
BOI1 TKaHM C MEJIKUMM O4araMu, HallOMHHAIOLUMHU [POCSHOe
3€pHO, U C M0JIOCYAThIMU BKPAIJIEHUSIMU, NIIEHTUYHBIMU TPOM-
603y Menkux BeH. [IpusHakoB Macc-addekra Het. OTaenbHble
ovary HakarjMBalOT KOHTPACT. XapaKTepuCTHKa 04YaroB, KIu-
HMKO-aHAMHeCTHUYeCKre [aHHble M pe3ynbTaThl 00CienoBa-
HUI1 MO3BOJISIIOT MPEANONOKUTb Y OONBbHOI TPOMOO3 MEJKMX
BEHO3HBIX COCYZIOB (BeHyJ) INyOOKMX OTAenoB Mo3ra. Peko-
MeHJJ0BaHa KOHCYJIbTaLMsl FeMaToJIora.

Temamonozuyeckoe o6caedosarue. TpombomMHaMKUKa:
CKOPOCTHbIE MapaMeTpbl CMeLLieHbl B 00J1aCTb rUMepKoarys-
unn. Tpom6GK1HOBOE BpeMsl, coiepKaHue GpuOpHHOreHa, aH-
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TuTpoMOuHa-1ll, nnasmuHoreHa, pacTBOpUMBbIX GpUOPHH-MO-
HOMEPHBIX KOMIJIEKCOB, [Jl-11MMepa, FOMOLMCTEeNHA, aHTUTET
K KapIMOJIMIKHY U raukonporenaaM — B Hopme. XIII 3aBu-
cnumblit ¢pakTop — 3 MuH (Hopma — 5—13 muH), npotenH C —
63,4% (Hopma — 70—-140%), S-nporenn — 50,2% (Hopma —
60—130%). [TpoBezeHO reHernueckoe oOCnenOBaHNE HA Ha-
CclleficTBeHHble TpoMOodunuy (Tadm. 1).

3akmovenue  2emamonioza. TpomOoduIMs — CcoueTaH-
HOro reHe3a — MaToslornyeckas rereposurora V ¢akropa
¢ nepuunToM nporenHos C u S. Kpaiine BbICOKMI PUCK peLu-
IvBa TPOMOOTHUYECKOro OCIIOXHeHHs.. HocuTenbcTBoO reHetu-
YecK1X NPOTPOMOOTHYECKUX MOIMMOP(PHU3MOB — FrOMO3HUrOTa
PAI 1, ITG2, rereposurora ITGB3 u ¢axropa XIII. Orarowen-
Hblil aKylIepCKuii aHaMHe3 (HeBblHallMBaHue, Heyaaun IKO).
['MnepxoarynsiiMOHHbIA CUHAPOM.

[MnepTeH3MOHHBIN XapaKTep ToJNOBHON Gomu B febrore
3aboneBaHMsl, 3aCTOIHbIE SIBJIEHMsI HA [71a3HOM JIHE C MX pe-
rpeccoM, JJaHHble HelipOBU3yannu3alMK U Pe3ysIbTaThl reMaro-
JIOTMYECKOro o0CesloBaHKs TO3BOJIMIM BbICTABUTb IAMArHO3:
«/IByCTOPOHHMI1 U30/IMPOBaHHbII1 TPOMO03 MesKux ['B ronos-
HOTO MO3ra C OpPraHM4ecKoil MHUKPOCUMIITOMAaTUKOM (poska-
TeJIbHbIM TMIIEPKMHE30M B pYKaxX, YMepeHHbIM ABYCTOPOH-
HMM MO33KEUKOBbIM CHHIPOMOM, 60J1ee BbIpaKeHHbIM CJIeBa).
TpoMOOpuIMsT COUETAHHOTrO reHesa, FUMepKOoaryssLMOHHbIN
CHHIPOM C BBICOKMM PHCKOM MOBTOPHBIX TPOMO030B».

[lo cornmacoBanuio € remarosiorom HasHaudeH Bap(papuH
C KOppeKLMei J103bl B COOTBETCTBMM C LMPpaMyu MeKJyHa-
POIHOrO HOPMaJIM30BAaHHOrO COOTHOLUeHMs. Ha KOHTposb-
Hoit MPT oTmeuaercst 3HauMTesIbHblit perpecc o4yaros (puc. 1,
E, F). Ha ¢poHe anTrKOArysIsiHTHONM Tepanuy nauMeHTKa CMOITIa
3abepeMeHeTb M POAMTb 3710poBOro pebeHka. PelnansoB 3a-
GoJieBaHKsl B TeueHye 2 JIeT HaboeH s He ObLIO, COXPaHSIICS
ONKCaHHbIN Bbillle HEBPOJIOIMYECKUI ,ueq)num.

OBCYXKIEHUE

[lepBbIM AMArHO30M y NauUeHTKN 6bu1 PC. B TN0J1b3y IaH-
HOTO IMarHo3a CBUJETebCTBOBAJIM: MHOTOOYAroBblil XapaK-
Tep NopakeHusl, MPOSBIISIOLINICS COUeTaHHEM HeOJMHAKOBO
BbIPa’KEHHOI B MPaBbIX U JIEBbIX KOHEYHOCTSIX MO35KEUKOBOM
CHMITOMATHKU C MMPAMUIHOM; MCUXOIMOLMOHAIbHbIE 0CO-
OeHHOCTH 60JIbHOIA; OTHOCHTENbHOE cX0acTBO MPT-u306pa-
skeHmii ¢ TakoBbIMu 11py PC («nanbuipl JJoycoHa», HakonaeHue
KOHTPAacTa HeKOTOPbIMU O4Yaramu, MosiBJIeHKe HOBbIX 04aroB
Ha noBTopHbIX MPT); apPpexTrBHOCTD Tepanuy KOPTUKOCTe-
pounamu. He xapakreptbiM ai1s PC 6bu10 pasBuTHE CaMoro
MaTo0rM4ecKoro Mnpolecca — C HapacTaloLMX MO CTerneHU
BbIPKEHHOCTH 1M PY3HBIX TFOJNOBHBIX OOJEil, COBManeHKe
YCHIIEHHSs! TOJIOBHOI GONM C M3MEHeHHeM MoBefieHHs! 60JIb-
HOM, MPOSIBUBILIMMCS] G€3bIHMLIMAaTUBHOCTBIO M YTPATOii Mpo-
IOYKTMBHOTO KOHTaKTa M (PU3MUECKOI aKTMBHOCTH, ABOEHMS
1 BbIPaKEHHOTrO 3acTos Ha rnasHoM jHe. [lns PC He Tunny-
Ha Takke CTAaOWJIbHOCTb HEBPOJIOTMYECKOH CHMITOMATHKH.
He xapakrtepen mns PC mmerowmiics y 60nbHOI Tpemop:
OH BbISIBJISITICSI B 103€ C BBITSIHYTBIMU PyKaMH, OblJl acMMe-
TPUYHBIM, YMEHbLIAJICS] IPY NPUOIIMKEHNH K LIeJIM M OLieHeH
HaMM Kak MOJAKOPKOBbII MOCTypanbHblit. OLeHKka Tpemopa 3a-
TPYZAHSIACh HAJIOKEHMEM Ha Hero MO3>KeuKOBOH CMMMNTOMa-
TUKU. B nonb3y npuBefeHHON HAMU OLIeHKU 3TUOJIOTMH Tpe-
Mopa CBUZIETeJIbCTBOBAJIO NMpeobiiafaHye ero B NpaBoii pyke,
B TO BpPeMsl KaK MO3>KeukoBasi CUMITOMATuka Obina Gosee
oTueTIMBOi cnesa. [IpotuB nuarnosa PC cBunerenncTBoBa-
nu Takxke W pesynbraThl MPT: pacnonoskeHnue o4aroB B CUM-

Ta6bnuua 1. Pe3ynsraThl reHETUHECKOrO 06CNef0BaHNS NaLm-
E€HTKWN Ha Tpombohmnmm

Table 1. Results of genetic examination for thrombophilia in
the female patient

leHeT4eckuit gedext

WnTepnpetauus

Genetic defect Interpretation

Fomo3uroTa 4G/4G B reHe
SERPINE1 (PAI-1): -675 5G/4G
4G/4G homozygote in the
SERPINE1 gene (PAI-1): -675
5G/4G

MyTauus reda SERPINE1 Bbi3biBaeT gedexrt
MHTMGUTOPOB aKTMBALMN NNA3MUHOTEHA,
YTO NPenaTcTBYET hU3MONOrMYecKkomy pac-
TBOPEHUIO TPOMO0B
SERPINE1 gene mutation causes a defect
in plasminogen activator inhibitors, which
prevents the physiological dissolution of
blood clots

T/T myTaHTHas romo3urora

B reHe ITGA2 (uHTerpuH
anbcha-2): 807 C>T (Phe Phe)
T/T mutant homozygote in the
ITGA2 gene (integrin alpha-2):
807 C>T (Phe Phe)

YBenuyenne agresuu Tpom6oLUTOB
Platelets adhesion increase

T/C retepo3uroTHoe HoCH-
TenbcTBO B reHe ITGB3
T/C heterozygous carrier of
the ITGB3 gene

MoBbiweHKe arperawuun TpOMOOLMTOB
Platelet aggregation increase

G/T reTepo3uroTHoe MoBblweHne akTUBHOCTH (hMOPUHA3DI,
HOCHTENbCTBO B reHe YTO [1aET NNOTHbIA CrycToK (hMbpuHa U 00Yy-
F13:G>T(Va134 Leu) CJIOBJIMBAET CKJIOHHOCTb K TpOM603am

G/T heterozygous carrier
in the F13 gene: G>T
(Va134 Leu)

Increased fibrinase activity, which gives a
dense clot of fibrin and causes a tendency to
thrombosis

METPHUYHBIX y4aCTKaX, Majble pasMepbl OUaroB — «C Mpocs-
Hoe 3epHO» (y GonbHbIx PC ouaru, Kak npaBuiIo, PaBHbI MK
TpeBbIIAIOT 3 MM), HaJlMuKe KOHIJIoMepaToB o4aroB. Ouaru
npu PC pacnonaraioTcs NpeuMMyLLeCTBEHHO MepUBEHTPU-
KYJISpHO, B HalleM HaOIOAeHUM OHM ObLIM JIOKAJIM30BaHbI
B JI0OHO-TeMeHHbIX 1onsx. Hakonew, a1 ouaros PC He cBo¥i-
CTBEHHO OKpYKeHMe MX TeHblo. Ha Tomorpammax 60JbHOI
oyaru Kak Obl «IOrpyKeHbl B IPO3PauHYI0 TKaHb», KOTO-
pyio Mbl 0003HauMIM Kak obnakoBuaHyio. Takum o6pasom,
HeTUNMYHOCTb st PC KIMHMUECKoii KapTHHbl 3a00JieBaHKsI
1 IaHHBIX HefipOBM3yaM3aLMKy UCKITIoYasa y Halueit 60JIbHO
nuarsos PC.

Oco6eHHOCTb HEBPOJIOTMYECKON CHMITOMATHKH 3aKJIioua-
7acb B Ma’soii BbIpaKeHHOCTH, JBYCTOPOHHOCTH W WIEHTHY-
HOCTM CMMITOMOB, MX aCUMMETPUYHOCTH, HaMMUMK Y Mauu-
€HTKHM 3MOLIMOHAJIbHON PaCTOPMOKEHHOCTH. ITO MOKET ObITb
OObSICHEHO JIBYCTOPOHHUM aCHMMMETPUYHBIM TOpaskeHHeM
MPOEKLIMOHHBIX MyTell FOJIOBHOTO MO3ra: (ppOHTOMOHTHHHOTO,
HaMpaBJIsIOLLErocst K COOCTBEHHBIM siIpaM MOCTa U uepes fe-
peKIIoueHre K MO3KeUKy (MOHTOLepeOesuIsIpHBIii MyTb); KOp-
TUKOCTPUAPHOrO; TalaMOKOPTMKAJIbHOTO MyTH OT MepenHuX
apep Tanamyca. [laHHoe mpennosnoxeHue MNOATBEepPKIAeTCs
OTCYTCTBHEM BbIPaKEHHOTO 0YaroBOr0 HEBPOJIOTMYECKOTO Jie-
¢duLMTa M cOUeTaHNeM MpPUBENEHHbIX CUMNTOMOB. [Tono6HbIe
HapyLLEH!s ONMCaHbl NPU NMOPakeHNH nepeaHero 6enpa BHY-
TPEHHEN KarcCyJibl, YepPe3 KOTOPbIM NPOXOJAT MyTb OT Tajamyca
K NpepOHTaIbHOI KOpe M PPOHTONOHTHHHDIM MyTb [15].

MPT-kapTiMHa U3MEHEHWI1 B rOJIOBHOM MO3re y Hallei
naLyeHTKY HaloMKHaza TakoByo npu cuHapome CLIPPERS
(Chronic  lymphocytic  inflammation with  pontine
perivascular enhancement responsive to steroids) — xpo-
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HM4eCKOM MepUBACKYISIPHOM TMM(POLUTAPHOM BOCHANeHUU
C MOpaskeHUeM MOCTa ¥ MO33KeuKa, pearupyioliem Ha Tepa-
MU0 ITIIOKOKOpTHKOCTeporaamu. Ouaru Ha MPT y 60bHBIX
¢ CLIPPERS onucbIBalOTCSl KaK «MepeL, CMELIaHHbIIA C CO-
7bo». BO3HMKHOBEHKE MX CBS3bIBAIOT C MOPaKeHHEM MeJl-
KUX apTepuasbHbIX cocynoB. [Ipy 3ToM nopaskeHue cocynoB
npu CLIPPERS xapakTepusyeTcst nepuBacKyJsipHOi, pen-
myuectBeHHo T-numgouurapHoit (CD4 u CD8) ¢ makpoda-
ramu, MHGUIbTpaLKeit 6e3 NpU3HaKOB OTeka OKpysKaloLLei
TkaHu [16]. Unentnunoctb ouaros npu CLIPPERS c ouara-
MM Hallleit 60JIbHOI MO3BOJISIET pacLieHMBATh UX KaK COCY-
auctble. Hanune nepu¢okaibHOro 0TeKa CBUAETENbCTBYET
0 BOBJIEYEHMM B IpoliecC MeJsikuX BeH. [lonTBepskieHnem
CKa3aHHOTO siBysercs (GOPMUPOBAaHME BEHO3HBIX KOJUIA-
Tepaneit (cM. puc. 2), ToKaaM3alusi o4aroB B 000MX Mojy-
LIApUsIX FOJIOBHOTO MO3ra, CHMMETPUYHOCTb MX Pacrosio-
)KeHUsl, KJIMHUYecKasl KapTHHa Y, HaKOHell, cama MNpU4rHa
3aboneBanust — TpomboduHsL.

SAKJIIOYEHUE

OcoOeHHOCTH KJIMHUYECKUX TMPOSIBIIEHMI, TeueHus 3a-
OoneBaHMsl M JaHHBIX HENpPOBM3yanu3aLMH, KOHCTATaLus
y 60NBbHOM TPOMOOPUIIMK C BLICOKMM PUCKOM TpombooOpa-
30BaHMsl, @ TAaKXe OTCYTCTBME TPOMOO3a BEHO3HBIX CHHY-
COB T'OJIOBHOTO MO3ra MO3BOJIMIIM HaM OCTaHOBUTbCSI HA Bbl-
LIenpyUBeleHHOM JIMarHo3e ¥ BbIJeJIUTb OMOPHbIE MOMEHTbI
A71s1 AMarHOCTHKM N30JIMPOBAHHOTO TpoMO0o3a Meskux ['B ro-
JIOBHOTO MO3ra:

¢ HaIMuMe KJIMHUYECKMX MPU3HAKOB, XapaKTEPHBIX sl
BEHO3HOro TpoM003a (HapacTalOLIMX TMIIEePTEH3UOHHBIX TO-
JIOBHBIX 60JI€4, 3aCTOIMHBIX COCKOB 3PUTEJIbHbIX HEPBOB);

¢ CHMMMETPUYHOE pACMOJIOKEHHWe 0uaroB; paclUMpeHye
KOJIJIaTepasibHbIX BeH; HeOoJbLLMe («C MPOCSHOE 3epPHO») Ova-
M, OKpY)XeHHble Mepr¢OKaIbHbIM OTEKOM, OObeINHEHHbIE
B KOHITIOMepaT, M0 JaHHbIM HefipoBH3yasu3aLmy;

¢ MHTAaKTHOCTb BEHO3HbIX CUHYCOB 1 ['B Mo3ra, 1o JaHHbIM
HeMpOBHM3Yyanu3aLny, He MCKIIOYaeT BO3MOKHOCTb TPOMOO-
3a Mesikux I'B.

OG6Hapy>keHWe y MaLMeHTKN MaTOJIOTMU CBEpTHIBAIOLIEl
CHCTeMbl KPOBH, SIBUBLLEICS IPUUMHON CITyUMBLLIErocs, fea-
€T HeOOXOAMMbIM TPU BEHO3HbIX MHCYJIbTAX Y MOJIOABIX JIHLL
KOHCYJIbTallMM TeMaTosiora C MpOBeJieHHeM COOTBETCTBYIO-
LMX uccnenoBanuii. Hanbonee nHOpPMAaTUBHBIM METOLOM
IMarHOCTMKM M30JIMpoBaHHOro Tpombo3a I'B Mo3ra siBnsiet-
cst MPT ronoBHoro mosra. OTcyTcTBMe HHPOPMAaLKK B JIUTe-
paType 06 M30/1MPOBAaHHOM TPOMOO3€ MENKMX BEH rOJIOBHO-
ro Mo3ra TpebyeT HaKOIIeHHs] KIIMHUYECKOTO OfbITa.
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