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TpuBeneH KIMHUYECKUIT CITydail peUInBUPYIOLINX OCTPHIX HAPYILIEHUIT MO3TOBOTO KPOBOOOPAIIEHUS Yy OOJTBHOTO
MOJIOIOTO BO3pacTa, KOTOPOMY IMarHOCTUPOBaH cuHapoMm CHeIIoHa. Y MalieHTa BhISIBICHBI MTOIMMOPHOU3MBI
reHoB: roMo3urotHbiii 4G/5G — B reHe MHTMOUTOpa akTuBaTopa rasmuHoreHa-1 (PAI-1), C807T — B reHe riimko-
nporeuna I (Gpla), T1565C — B rene rukonporeuna 11 (Gpllla), G1639A — B reHe 3MOKCUIPEIYKTA3bl BUTAMMU-
Ha K (VKORC1), — a Takke MOBBIIIEHNE YPOBHSI TOMOLIMCTEMHA, KOTOPbIE SIBJSUIUCH (haKTopamMy prckKa TpoM0O03a.
Kirouesbie ciioBa: cuHapoM CHeITOHA, PeLIMANBUPYIOIINE UHCYIBThI, OCTPOE HapyIlIeHHE MO3TOBOTO KPOBOOOpa-
uieHust, livedo racemose, cetuaroe JMBEI0, HEMPOKOXKHBII CUHAPOM, aHTU(HOCHOTUITUAHBI CUHAPOM, BACKYJIOMa-

TUS, aHTUKOATYJIAHTDBI, aHTUArperaHTbl
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SNEDDON SYNDROME: A RARE DIAGNOSIS

Daria Yu. Andriyashkina, Artem A. Kondrashov, Nadezhda A. Shostak, Natalia A. Demidova,
Denis V. Yudin, Dmitry Yu. Kulakov, Goar R. Avetisian

The study objective is to demonstrate a rare cause of recurrent acute cerebrovascular diseases in a young patient —
Sneddon syndrome. The patient revealed gene polymorphism: homozygous 4G/5G in the plasminogen activator
inhibitor-1 (PAI-1) gene, C807T in the glycoprotein I gene (GPla), T1565C in the glycoprotein 111 gene (GPIlla),
G1639A in the vitamin K epoxide reductase gene (VKORC]I), increased homocysteine, which were risk factors

for thrombosis.

Key words: Sneddon syndrome, recurrent strokes, acute cerebrovascular disease, livedo racemose, livedo reticularis,
neuroectodermal syndrome, antiphospholipid syndrome, vasculopathy, anticoagulants, antiplatelets
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BeepeHue

Cunnpom Caemmona (CC) — penkast He-
BOCTAJIMTENIbHAST BACKYJIONATHUSI MEIKUX U CPel-
HUX apTepuil, XapaKTepU3yloIIasics Iopaxke-
HMEeM KOXHU B BUAE TeHepanu3oBaHHOTO livedo
racemosa (LR) B coueTaHMU ¢ MOBTOPSIOIIMMU-
CsI UIIEMUIECKUMHU 11epeOpOBaCKYISIPHBIMU CO-
OBITUSIMU.

IlepBoe ynomunHaHue o LR mpencraBun
S. Ehrmann (1907), omucaB y mauueHTa C CHU-
¢GuIrcoM OCOOEHHOCTM KOXKHOIO IaTrTepHa
B BUJIE «CTHETO TOHKOTO BETBJIEHUS JEPEBbEB»
WJTU y30pa «Pa3BETBJIEHHOTO OCBEILIEHUs», YCU-
smBatouierocst Ha xosonue [1]. B koHie 50-x rogon
XX Beka MOSIBUITUCH TePBbIe eNMHUYHBIE OTHCa-
HUS CJTyYaeB COYETAHUSI XapaKTePHBIX KOXHBIX
U3MEHEHUI U HEBPOJIOTUIECKUX CUMITTOMOB |2,
3]. Ilatp ner crmycTsi OpUTAHCKMII AepMaToIor
SAu Bproc CHennon (1965) coobmu o 1mecTu ra-
LIMEHTaX C TSCKEJBIMU TeHepaTu30BaHHBIMU W3-
MEHEHUSIMU KOXHOTO TMOKpPOBa (KOTOpbIe ObLIU
o0o03HavyeHbl Kak livedo reticularis) U «MHOXe-
CTBEHHBIMU 11epeOpOBACKYISIPHBIMYU  HapyIIle-
HMSIMUA OTPAaHWYEHHOTO U 106pOKaYeCTBEHHOIO
xapaktepa» [4]. Tepmun «CC» cTall MCIOIB30-
BaTbcs ¢ KoHIA 1970-x romos [5].

Hecmotpst Ha TO yTO ¢ 1965 T. 3apernucTpu-
poBaH psiz ciydaeB CC, HUKaKUX OMPeaeIeHHBIX
J0Ka3aTebCTB STHUYECKUX pas3iuyuMii B pac-
MPOCTPAHEHHOCTU 3a00JIeBaHUS HE BBISBJICHO.

B GonblIMHCTBE UMEIOLIUXCST TTyOJUKALUI peub
UAET OO0 OTACTbHBIX KIMHUYECKUX CITyYasiX U He-
OOJIBLIINX KOTOPTHBIX HaOmoaeHusx [6]. Bouto
MOJACYMUTAaHO, uTO 3aboseBaecMocTh CC cocraB-
JsieT 4 cayvast Ha 1 MUTH B TOZI CpeIy HaceJIeHUs
B 1esnoM [7]. Cpeny malMeHTOB, TOCTTUTAIN3U-
POBaHHBIX ITO TOBOAY WHCynbTa, yactora CC
Bapbupyet ot 0,25 1o 0,5% [8]. YpoBeHb cMmep-
THOCTH COCTaBJIsieT 9,5% 1nipu cpeiHe ITUTeb-
HocTH 3aboneBanus 6,2 rona [7].

Ipumepno 80% manmentoB ¢ CC — keH-
LIMHBI, KOTOPbIM TMAarHO3 YCTAHOBJIEH B Cpel-
HeM B 40 JieT, 0lHAKO BbISIBJICHBI CIy4au pa3Bu-
st CCy neBouek B Bo3pacte 10 1eT U y KeHIIUH
crapiie 60 set [4, 9]. Yacrora CC cpenu Myx-
YMH 3HAYUTEJIBHO MEHbIIIE, YeM y KeHIIMH. Tak,
u3 6 mauueHToB, omucaHHbIx 1.B. Sneddon [4],
TOJIBKO 1 GbLT My>kunHOI. U3 46 manneHToB, Ha-
omonaeMbix C. Franceés u coaBr. [10], momst Mmyx-
yuH cocraBuia 26,1%, a E. Bolayir n coasr.
[11] He HaOMOIAIXM HU ONHOTO Cydyasl pa3BU-
tusi CC cpenu myxuuH. bosee Toro, HeKOTO-
phle MmaueHThl ¢ npeanoiaraeMbiM CC 1 MaHU-
(hecTanmeii ero Bo B3pOCIOM COCTOSIHUM UMEIOT
e/1Ba pa3IMYMMble CUMITOMBI U TPU3HAKY C paH-
Hero aeTckoro Bo3pacra [12, 13]. CC Bo3HUKaeT
CIOpaanyecKu, OJHAKO OMMCAHO HECKOIBKO Ce-
MEHBIX cTyyaeB 3a00seBaHus [ 14].

OtnomnaroreHe3 CC ocTaeTcsi HEU3BECT-
HBIM, HO TIPEITOJIararoT IBa OCHOBHBIX MEXaHU3-
Ma pa3BUTHS KIIMHUYECKUX MPOSIBJICHUI — ayTo-
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MMMYHHBII/BOCTIATUTEIbHBIN U TpoMOobmmmueckuii. Hammare
antudochomunuanbix antuten (adJI) mpakTUYeCKn y KaxkIo-
ro Broporo nanueHTa ¢ CC Mo3BoJIsieT paccMaTpuBaTh JaHHOE
3a00JIeBaHNE KaK BapUAHT MEPBUYHOTO aHTUMOCHOTUTTIHOTO
cunapoma (ADC), ogHaKo y OCTaIbHON YacTu GoJbHBIX adJl
He OOHapyXXuBaloTcsl, 4YTo Mo3BosisieT cuutath CC camocTosi-
TeJIbHbIM 3a00J1€BaHUEM.

Psan aBTOpOB TMOKa3anu, 4YTO KIMHUYECKUE TIPOSBIIC-
Hust ipu CC MMeroT ayTOCOMHO-JIOMUHAHTHBIN TUIT HaCIeI0-
BaHUS C TOJIHOM WJIM HEIOJIHOM MeHeTpaHTHOCThIo [15, 16].
Q. Zhou u coaBT. [17] uaeHTUGUIIMPOBAIM HOBbIE MYyTalluU
CECRI B xpoMocome 2, kogupytomeit ADA2 — depmeHT ane-
HO3WHJIe3aMUHA3y 2, KOTOPBI BaXKeH IS MeTaboiIn3Ma Iy-
puHoOB. Jlepuut uau roreps GyHKUMU (pepMeHTa TPUBOIUT
K MHOXXECTBY KJIMHUYECKMX (DeHOTUIIOB, BKJIIOUYasl BacKyJorma-
THIO, MHCYJIBT ¥ TeMaTOJIOTUYeCKIe aHoManuu [18].

B cBs13u ¢ penkocThio 3a001eBaHUS U TPYTHOCTSIMU Be-
puduKaluy IMarHo3a MpUBOIUM COOCTBEHHOE KIMHUYECKOE
HaomoaeHne CC y mamueHTa MyKCKOT0 I1oJ1a.

KnuHuyeckoe HabnropeHue

Y 60JbHOrO MoJIyueHO MH(GOPMHUPOBAHHOE COIJIACUE
Ha TIpe/ICTaBIeHUe JaHHBIX B HAYYHBIX W IEJarorudeckKux
LEJISIX.

Mauuenr I'., 46 ner, obOpatwics Ha Kadeapy da-
KyJIBTETCKOM Tepanmuu mMeHu akamgemuka A.M. Hecreposa
®rAOY BO PHUMY um. H.U. ITuporoBa Munznpasa Poc-
cum B ceHTs10pe 2020 r. ¢ XajodaMu Ha BbIMAJeHUE MOJCH
3peHusT 000MX IJ1a3, CHUKEHUE MaMsITU, 3aMeIJIeHUEe CKOPO-
CTH PEUH.

W3 anaMHe3a XM3HU W3BECTHO, YTO MAIlMEHT padoTa-
€T OrpaHIIMKOM ajMa3oB. Poc v pasBuBajicsi B COOTBETCTBUM
¢ BO3pacToM. 3JI0ynoTpebIeHNEe alKOroJeM U HApKOTUYECKU -
MM MperapataMy OTpUIIAeT, He KYPUT.

C BecHbl 2016 1. GOJIBHOM OTMETHII U3MEHEHUE OKpa-
CKM KOXHOTO MOKPOBa HUXKHEM YaCTU CIIUHBI «I10 TUITY CET-
KM CUHSKOB» (puC. 1), KOTOpbIE C TeYEHUEM BPEMEHM pac-
MPOCTPAHWJINCH TT0 BCEil CIMHE, KOXE BEPXHUX M HUKHUX
koHeuHocTell. [losiBUBIIMECsST KOXHBIE M3MEHEHUSI He CO-
MPOBOXIAIUCH OOJEBBIM CHUHIPOMOM U 3yIOM, YCUJIMBa-
JINCh TPU BEPTUKATHLHOM TOJOXEHUU Tejla U YMEHbBIIAINCh
B TOPU3OHTAJILHOM IOJ0XeHuu. B koHme 2016 r. maumeHT
OTMETHUJI U3MEHEeHUEe OKPAaCKM KOXM (haslaHT TMajblieB CTOI,
0COOEHHO 0O0JIBIIOTO Majblia MpaBoil cTonbl (Mpuodpesa Ma-
JIMHOBYIO OKpacky; puc. 2). [lociae He3HAYMTEIbHOI TpaBMbl
MpaBoOil CTOTBI B OBITY OTMETWJI TTOSBJICHUE OOJIM B TIEPBOM
MaJiblie U U3BMEeHEHUE 1IBeTa KOXKHOTO TTOKPOBA, B CBS3U C YeM
KOHCYJIbTUPOBAH COCYAMCTOM XHWPYProM, KOTOPbI ITHArHo-
cTUpoBaj y nmauueHTa cuHapom PeiiHo. [1o pesynbTaTaM yib-
TPa3BYKOBOTI'O aHTMOCKAHUPOBAHMS BeH U apTepUil HIDKHUX
KOHEYHOCTE! MaHHBIX, CBUIETEIbCTBYIONINX O HApYIIEHUU
KPOBOTOKA, HE€ BBISIBJIEHO. PekoMeHIOBaHHOE JieYeHUeE,
BKJItOYaloliee neHtokcupuaaua 400 Mr/cyT., HUKOTUHO-
Byto kucnoty 2,0 mi/cyt. BHyTpuMbiiieaHo (Ne 10), nempo-
TeMHU3UPOBAHHBIN remonepuBar kpoBu TeasaT 400 Mmr/cyrt.
BHYTpuMBIedHO (Ne 10) 1 Kypc BHYTPMBEHHOTO BBEICHUS
aJlmpocTaaunia, UMeJIO TOJOXUTENbHbIN 3ddekT. B Teue-
Hue 2017 r. mOBTOPHO MPOBEIEHHI ABa Kypca BHYTPUBEHHO-
TO BBEIEHWS aJIMPOCTAANIA CO CTONKUM TOJOXUTETHHBIM
apdexkrom. Tlpu amOyratTopHOM oOcieIOBaHUM B HOsIOpe
2017 r. BBISIBJICHO MOBBILIEHHWE apTepPUaTbHOIO NaBJICHMUS
(A1) mo 180/90 MM pT. cT.; B aHATM3aX KPOBU — YBEJIUUECHUE
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Puc. 1. [TauyneHT I"., hOTO KOXHOIO NMOKPOBA CrIUHBI: CUHIOLLIHAS HEPAB-
HOMEpHas ceTyaras okpacka Koxm (¢poto u3 apxvsa nayverta, 2016 r.)

Puc. 2. [TayneHT I, cTONMKWIA UnaHo3 ghananr cTon (¢poto n3 apxusa
naymnexta, 2016 r.)

Puc. 3. [TayweHT I"., cToiiKuii ynaHo3 ghananr cton. Hekpo3 KOHLeBo
chanarru Il nanbya neovi cTorbl (oTo U3 apxvsa naymenta, 2018 r.)

colepXaHusl OOIIEro XoJieCTepMHa U TPUIIULIEpUIOB. Pe-
KOMEHIOBaH TMOCTOSIHHBIN TpreM Ju3uHornpuia 10 Mr/cyrt.,
IJIST HOpMaJTU3alliK COCTaBa JIMTUAOB Ha3HaUeHa KOMOWHA-
1S po3yBactaTuHa U peHodubOpara, Ha (poHE JeueHus 10-
CTUTHYTHI ONTUMAaJIbHBIE 3HAUeHUs ToKa3ateneit Al u nu-
MMUIHOTO MPOGUIIS.

C Hos16ps 2018 1. 6OJBHOM OTMETHIT YXYAIIEHUE COCTO-
SIHUSI B BUJIC TIOSIBJICHUS] OOJIM M U3MEHEHUS] OKPACKU KOXKM
MaJbIeB CTOM C TIOCTEAYIONIMM (OPMUPOBAHUEM IUCTANTb-
HbIX Hekpo3oB Il manpueB obeux crom (puc. 3). KoHcyib-
THPOBaH PEBMATOJIOTOM, PEKOMEHIOBaHA TUTAHOBAsi TOCITH-
TaJM3alys TIOC/e pa3pelieHUuss THOWHO-BOCTIATUTEIBHOTO
npouecca. Ha amOynaTopHOM 3Tare npoBeaeHbl 00cIe0BaHus
st uckmoueHust ADC, cucTeMHON KpacHOM BOJYaHKU U CH-
creMHoii ckieponepmuu (CCJL). PesyabTaThl MIMMYHOJOTHYE-
CKOTro 00c/IenoBaHMS TTPEICTaBICHbI B Ta0auIle 1. AHTUHYKJIE-
apHblii dakrop (AH®D) cocrasun 1/160 (Hopma — mo 1/160),
Jpyrue TokasaTesiv B Tpenesiax HOpMaibHbIX 3HAUCHU. Bbi-
MOJIHEHA KaIUJUISIPOCKOITUSI HOTTEBOTO JIOXKa: U3MEHEHHUSI CO-
OTBETCTBYIOT CUHApOMY PeitHo.
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Tabnuya 1. immyHonoru4ecknii aHanu3 kposu naynexta I.
(2018 r.)

Moka3arenu PesynbTar Hopma

CPb 1,9 mr/n 0,00-5,00 mr/n
aKIJl 1gG 0,1 GPL 0,0-10,0 GPL
aKJ IgM 0,1 MPL 0,0-7,0 MPL
ap2-IMlgG 0,1 E/mn 0,0-7,0 Eg/mn
ap2-n Igm 0,1 En/mn 0,0-8,0 Eg/mn
D-gumep <0,1 mr/n 0,0-8,0 mr/n
AH® (Hep-2) 1/160 <1/160
AHTUTENA K ABycnupanbHoit JHK 0,7 ME/Mn 0,0-20,0 ME/mn
AHTULIEHTPOMEPHbIE aHTUTENa 0,1 En/mn 0,0-10,0 Eg/mn
AnTuTena k Scl-70 0,1 E/mn 0,0-25,0 Eg/mn
KpurornobynuHsl 0TpULATENIbHO 0TpULLATESNIbHO

Tpnmeydanne: CPb — C-peakTuBHbiii 6610K; aKJ1 — aHTuTena K kapanoanmuxy; 1ga,
IgM = ummyrornobynux G, M; aB2-I11 — aHtutena K B2-rnukonpotenHy; AH® —
aHTUHYKEAPHbIA (hakTop

Tabnuya 2. AHann3 KpoBu nayneHta . Ha Hanu4ne
remaroreHHon Tpoméopunun (2019 r.)

MyTauus PesynbTat
4G/5G B rene PAI-1 ++
(807 B reHe Gpla (reH rnukonpoTenHa 1) +/+
T1565C B rene Gplila (reH rukonpoteunna lil) ++
G1639A B reHe VKORCT (reH anokcuapeaykTasbl e

BuTamuHa K)

B despasie 2019 r. mauuveHT nepeHec MepBblii dMU301
«OCTPOTO HapylleHUs1 MO3roBoro KpooobopaieHus (OMHK)
Mo MIIEeMUYECKOMY THUITy B OacceilHe mpaBoii 3aaHeil MO3ro-
BOM apTepuu» C Pa3BUTUEM JIEBOCTOPOHHEN TIe€MUAHOIICUU.
Ha ¢one npoBonnmMoit MHOTOKOMIOHEHTHOM COCYIHUCTOM Te-
panuu COCTOSTHME MallMeHTa YJIYYIIMIOCh — PerpeccupoBaiu
BEeCTUOY/ISIpHBIC HApYIICHMS, OMHAKO U3MECHEHUS TIOJICH 3pe-
HUST COXpaHsUTUCh. [lociie BBIMMCKM pPEKOMEHIOBAaH IIpUEM
9HaJarpuia, aCliupuHa.

DFOV mm
EP mA SE

TR:3600.0 TE:102.0

B mapte 2019 r. BbINOJIHEHbI aHAIM3bl HA HACJIEICTBEH-
HyI0 TpoMOouiIuio (Tabdj. 2): BBISIBIEH TOMO3UTOTHBINA T0-
Jumopdusm 4G/5G B reHe MHTMOMTOPA aKTUBATOpa MJIa3MU-
HoreHa-1 (PAI-1), C807T — B reHe riaukonpoteuHa I (Gpla),
T1565C — B rene raukonpoteuna III (Gpllla), G1639A —
B reHe anokcuapenykTasbl BuTamuHa K (VKORCI), noBbliie-
HUE TOMOLIMCTEMHA.

B mae 2019 r. mocne pa3perieHuns: THOHO-BOCTIATUTETb-
HOTO Mpoliecca B IMaJibliaX CTOI O0JbHOM MPOXOINJI CTallMOHAp-
Hoe 00ciIenoBaHNe B CIICIIUATU3UPOBAHHOM PEBMATOJIOTHYE-
CKOM OTnesieHuu, rae yctaHosneH auarHo3: CCJ, BeposiTHas.
Cunnpom PeiiHo. JlurutanbHble Hekpo3bl II masibiieB odenx
cror. 3a BpeMsl TOCTIUTAIN3alMU U 00CIIeIOBaHUSI BBISIBIIEHO
aHEeBpU3MATUUECKOE pacClIMpeHUe aopThl, KOHCYJbTUPOBAH
KapIMOXUPYpProM, orepaTMBHOE JIeUeHUE He MTOKa3aHo.

B amnpene 2020 r. y mamueHTa Mpou30Ile] MOBTOPHBIN
snu3on OMHK B 0acceiiHe npaBoii cpeaHeil MO3roBoil ap-
Tepuu. BbINoONIHEHA MarHUTHO-pPEe30HAHCHAasl aHTuorpadus,
MpHU KOTOPOI TAaTOJIOTMU He BhIABIeHO. [1o maHHBIM yabTpa3-
BYKOBOTO aHTMOCKAHMPOBAaHUSI OpaxuonedalbHbIX apTepuii
BBISIBJICH TEeMOIWMHAMMYECKU HE3HAYMMBIA aTePOCKICPOTH-
YeCKUII CTEHO3 JIeBOil o0ieii conHoii aptepun (20—25%).
ITocne crabuiauszaluuy COCTOSTHUS MALMEHT TepeBe/ieH B He-
BPOJIOTUYECKOE OTHAEJIeHUE, IIe NPpU O0CIeTIOBAaHUY ITOTyYeH
noJoxXuTeapHblid pesyiaptar [ILP-aHanu3a (moauMepasHas
LIeTTHasl peakliisl) Ha KOPOHABUPYCHYIO MH(MEKIIMIO; IO Pe3yJib-
TataM KommbloTepHoit Tomorpacduu (KT) opraHoB rpymHoii
KJIETKU BBISIBJICHA ABYCTOPOHHSISI THEBMOHUSI (BbIPaKeHHOCTh
n3MeHeHuit mo KT — I crenensp). [lanMeHT nepeBeneH B Tepa-
MEeBTUYECKOE OTIEICHUE ISl 1oJieYMBaHus. BeimucaH B ynoB-
JIETBOPUTEIIBHOM COCTOSTHUM C PEKOMEHIALIMSIMU T10 TIPUEMY
aMJIONIMITHA, BajicapTaHa, KJIOIMMIOTPesl, coTarekcasia, po3-
yBacTaTWHa, MEKCHUIOJIA.

C 20 wiong mo 2 asrycra 2020 r., Bo BpeMs IJIaHO-
Boii rociutanuzaunu B PT'BHY «HayuHblii LIEHTp HEBPOJIO-
ruu», mauueHT aBaxabsl nepeHec OMHK B pasHbix Oacceii-
Hax roJioBHoro moara (puc. 4). I1o 3ak1oueH10 o TaibMOIoTa
BBISIBJIEHBI AaHTMOTIATUsI CETYATKM, JIEBOCTOPOHHSISI TOMOHMM -
Hasl HWXKHEKBaJpaHTHAs TeMUAHOIICHST; PU3HAKOB BHYTPU-
YepernHoU TUIEPTeH3UU, 3aTPYAHEHHOIO BEHO3HOIO OTTOKA

DFOV mm
mA
ms TR:9000.0 TE:92.0 ms

Puc. 4. [Naynent ., MPT ronosHoro mosra (02.08.2020): u3mMeHeHusi COOTBETCTBYIOT «OCTPEALLEMY» UHGDAPKTY B 1EBOM MOJYLIAPAN [OSI0BHOIO
Mo3ra (3atblino4Has [0o5s). «OCTPpbIi» NHGAPKT B IEBOM MOJYLIAPUN (3aTbIIOYHO-TNANOKAMMaabHas 0061acTk). [10CTUHDAPKTHbIE UMEHEHUS

B 060uX MOJTyLLAPUAX TOSI0BHOrO MO3ra, B PaBoM M0JyLLIapun MO3Xeqka
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Puc. 5. [laynenT I"., pe3ynbTaTbl NCCAEA0BAHNA N0 3PeHNS: 1EBO-
CTOPOHHSSI TOMOHUMHAS HUXKHEKBAAPAHTHAS FeMUaHOMNCHs

Het (puc. 5). B xome mpoBoanmoro o6cienoBaHUs BBISIBIEHO
TOBBITIIEHUE YPOBHS TomolcTenHa (mo 19,1 MKMoJb/J1); To-
BTOpHBINM cKpHUHT Ha ADC nai oTpuiaTeTbHBIN pe3yabTarT,
3anono3peH BeposiTHbI CC. TTalMeHT BBITTMCAH ¢ IMarHO30M:
IToBropHoe OHMK no uieMuueckoMy TUIy B bacceiiHe ap-
Tepuii BepTeOpanbHO-0a3msipHoii cucteMbl ot 30.07.2020,
2.08.2020. ITocnencTBusi MOBTOPHBIX HAPYILIEHUI A MO3rOBOIO
KpOBOOOpallieHUs B 0acceiiHe JIeBOii 1 MpaBoii CpeIHel MO3ro-
BOI apTepuu, BepTedOpaibHO-0a3uIsipHoM Oacceiine ot 2019,
2020 roga. PekoMeHImoOBaHa KOHCYJIbTAIIMsI PEBMATOJIOTA.

[To manHBIM (PUBMKAIBHOTO OCMOTpa Ha MOMEHT 00-
pameHusT Ha Kadenpy (akyJbTeTCKOW Tepamuu HMe-
Hu akamemuka A.M. Hecrepoa ®IAOY BO PHUMY
um. H.W. TTuporosa Mun3zapasa Poccuu cocrosiHue nanueHTa
yanoBiieTBopuTebHOe. KOoXHBIE TTOKPOBHI Cyxue, Ha KOXe Ty-
JoBuIIa U KoHeyHocreil — LR (puc. 6). TTepudepuyeckux or-
€KOB HeT, TuMdaTHyecKue y3Jbl He YBeJIUYeHbl. TOHbI cepala
MNPUIIYLIeHbI, pUTM TNpaBWiIbHbIN. Al — 120/80 mm prt. cT.,
myJasc — 60 ya./MuH.

— V.

Puc. 6. [laymeHT I"., CMHIOLHAsA HEPABHOMEPHAs OKPACKa CrinHb!
1 BEPXHUX KOHEYHOCTEN KOXu B BUZE ceTyaToro pucyHka (livedo
racemosa)
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I[lo nmaHHBIM KaNMWUISPOCKOIIMM HOITEBOIO  JIOXa
ot 06.09.2020 MI0THOCTh KaIMWJUISIPHOM CETH MECTaMU TTOBBI-
meHa (>7 Ha 1 MM), paclIMpeHHble Kanmuuisipel (>50 MKM),
MUKPO U MaKporeMopparuu He BbisiBIeHbl. Dopma Kanmuuisi-
POB ¥ X OpUEeHTALsI HOpMaJibHble. CKIIepoaepMUYECKUii IaT-
TepH, IPU3HAKN aHTMOIATUU HE BbISABIEHBI. [laHHbIE KAIlMJI-
JIIPOCKOITMYECKOI KApTUHBI COOTBETCTBYIOT HOpME (puc. 7).

JlaGopaTopHast IMarHOCTUKA: TTOKA3aTeIN KIMHUIECKO-
TO aHaJIM3a KPOBU M OOIIIET0 aHaM3a MOYM — B Tpeieiax Hop-
MaJTbHBIX 3HaUeHUIA. B GoxuMuyeckom aHaim3e KpOBU OTMe-
YyaeTcsl TOBBIIIEHUE YPOBHS XoJiecTepuHa 10 6,54 MMOJIb/J,
JIATIOTIPOTEUIOB HU3KOM TJIOTHOCTH — 1O 5,2 MMOJIb/J, TPU-
rauuepunoB — no 2,4 mmoib/in. JJHK BupycoB mpocrtoro rep-
neca 1, 2, IHK nuromeranosupyca, JJHK Bupyca Dmiureii-
Ha — bapp meronom ITLIP B kpoBu He 0OHapyKeHbI. BeimoHeH
IMOBTOPHBI UMMYHOJOTUYECKUIA aHAIM3 KPOBHU JIJIs1 UCKITIOYE-
Hust ADC (tabi1. 3) — pe3ynbTaT OTpULATEIbHBIA.

Tabnuya 3. AHann3 kposu naynenta . Ha aHTugoconnnug-
Hble aHTUTENA B UHAMUKE

Noasaremn "0 %00 or oonzozo Mol

aKI 1gG 0,4 GPL 0,3 GPL 0,0-10,0 GPL
aKTIl IgMm 0,1 MPL 0,09 MPL 0,0-7,0 MPL
ap2rn lgG 0,02 Eg/mn 0,1 Ex/mn 0,0-7,0 Eg/mn
ap2rr igM 0,06 En/mn 0,1 En/mn 0,0-8,0 Eg/mn

Ha ocHoBaHMM Xajlo0, aHaMHe3a, 00bEKTUBHOTO OCMO-
Tpa, JAHHBIX JTa0OPATOPHBIX U MHCTPYMEHTAJIbHBIX MCCIIENO-
BaHWI1 OBUT TIOCTaBJIEH CIIENYIOMNI Kaunuueckut duaenos: CC,
CepoHe2amusHblil, ¢ aHeuonamueii (OUeUmanbHovie HeKpo3vl NANb-
yee cmon), ¢ nopaxceruem koxcu (LR), uenmpanvroil HepaHoil
cucmemvt (peyudusupyrouee OHMK no uwemuueckomy muny),
2naz (Nne60CMOPOHHAS 2OMOHUMHAS HUNCHEK8AOPAMHAs eeMU-
aHoncus). Tenemuuecku obyciroerennas mpomooguaus: 20Mo-
3ueomublit noaumopuzm 6 eene PAI-1, CS07T — ¢ eene Gpla,
T1565C — 6 eene Gpllla. Tunepeomoyucmeunemus cpeoueii cme-
nenu maxcecmu. Tunepmonuueckas doaesusv 111 cmaouu, puck 4.
Xponuueckas cepdeunas Hedocmamouynocms I-ii cm., XpoHuue-
ckas 6one3ub nowex C3a (ckopocmo Kay0604K080l pursmpayuu —
53 ma/mun/1,73 m2 no CKD-EPI). lucaunudemus.

..

v oSy i = e UL T ' 3

Puc. 7. NaynenT ., kanuanspockonusi HorreBoro sioxa (2020 r.,
0nncaHne B TeKCTe)
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Hasnavena anermicamuumioBas kuciaora 100 mr/cyr.,
KJonuaorpes 75 Mr/cyt., Bapdaput 1,5 tab. (MexmayHapoIHoe
HopMajuzoBaHHoe oTHoueHue (MHO) — 2,0—3,0), ruapok-
cuxyiopoxuH 200 Mr/cyT., aHruoBUT 1 Tab./CyT., aMJIOIUIIUH
5 Mr/cyT., BajncaptaH 80 Mr/cyT., posyBactatuH 10 Mr/cyT., de-
Hoduopar 145 mr/cyT., omenpason 20 Mr 1 pa3 B CyTKU.

INamueHT mpomoynkaeT HaOMOmaThCs Ha Kadempe da-
KyJIbTeTCKOW Tepanuu umeHM akagemuka A.M. Hecteposa
®DIrAOY BO PHUMY mum. H.U. IMuporosa Munsnpasa Poccun.
Ha ¢doHe mpoBomuMmoii Tepanmuy JOCTUTHYTHI ONTUMAaJIbHBIC
3HaueHuss MHO; peumnuBos OMHK, TpaH3uTopHOI nniemu-
yeckoit araku (THA) B TedeHue roia He ObLIO, OIHAKO Hapyllie-
HMSI 3pSHUST 1 KaJIOObI Ha CHIKEHME TTAMSITA COXPAHSTIOTCSI.

O6cyxpaeHue

HHTepec 1TaHHOTO KIIMHWYECKOTO CJTydast 00YCJIOBJICH pell-
KOCTBIO JJAHHOU TIAaTOJIOTMU B LICIOM U Y JIMI] MYXCKOTO TIOJIa
B YaCTHOCTH. B MTepaTypHbIX MICTOYHHMKAX TTOAABIISIONIee 00JTh-
IIMHCTBO KJIMHMYECKHX CTyJaeB OIMCAHO Y JIMII XKEHCKOTO IToJIa,
COOTHOILIEHUE MYXYMH/)KEHIIIMH cocTaBwio 5/1, 3aboneBa-
Hue MaHUbecTrpoBaio B Bo3pacte 20—40 et [6, 10, 11, 19].

CC xapakTepu3yeTcsl coueTaHUeM TUITMYHOIO Topaxe-
HUST KOXXU M MOBTOPHBIX 1IEPeOPOBACKYISIPHBIX COOBITUI. Xa-
PaKTEpHBIM KOXHBIM TPOSIBICHUEM SIBJISIETCS TIATHUCTOE, CET-
yaToe, (hMOJIETOBOE N3MEHEHUE 1IBeTa KOXXU, M3BeCTHOE Kak LR
[20]. PazButue LR 00ycinoBieHO CTOMKMMI M3BMEHEHUSIMA, Xa-
PaKTepU3YIOIIMMUCS TTEPMAHEHTHOM JTOKAJIbHOW apTepHOJIsp-
HOI1 0O6¢cTpyKImeit. OHa MPUBOIUT K (DOPMUPOBAHUIO HAa KOXE
BETBUCTOTO CETYATOTO Y30pa U pa30pBaHHBIX KPYTOB. DTH MPO-
saByieHns1 LR He 3aBUCST OT TeMIiepaTypbl OKpYXalolleil cpebl.
[MockoibKy nepMaibHast apTeproiia cHabX)kaeT KpyroBoi cer-
MEHT JIePMbI, y30p BO3ZHUKAET C MAKCUMAJIbHOW MHTEHCUBHO-
CThIO 110 TIepuepun 3TOro Kpyra ¢ peakKTUBHOM BEHYJISIPHOI
nuIaTauueit, IpuBoasIIeii K 00pa3oBaHMIO KOJIbLia (pUaIkOBO-
ro uBeta. KoxxHble M3MeHEHUST OOBIYHO MPEAIIEeCTBYIOT pa3BU-
TH0 Ipyrux nposisaeHuit CC, B TOM 4uciie HEBPOJIOTMUECKUX,
npumepHo Ha 10 set [7]. OgHaKoO 32 MEIUIIMHCKOM ITOMOIIBIO
o moBoxy LR oGpararoTcst MeHee TTOJIOBUHBI ITAIIMEHTOB, T10-
3TOMY JAHHOE COCTOSTHUE, KaK IMPaBWIO, HE JUATHOCTUPYETCS
B teueHre 10—20 net. Bo MHorux ciayvasix Ha LR oGpamator
BHUMaHUE TOJILKO ITOC/Ie BOBHUKHOBEeHUsST MHCynbTa. LR 006-
BIYHO JIOKAJIM3YeTCs Ha Koxke KoHeuHocTel (100%), TymoBuina
(84—89%), siromui (68—74%), muua (15—16%), TONbKO Bep-
XHUX WIA TOJBKO HIDKHUX KOHEeYHOCTSX (53—59%) [10]. Yka-
3aHHbIE U3MEHEHUsI 0e300JIe3HEHHbI U, KaK MPaBWiIo, HEe CO-
MPOBOXIAIOTCS U3bSI3BICHUEM WA OTEKOM; IPU ITOM TSIKECTh
LR He cBsi3aHa C TSXKECTbIO HEBPOJOTMYECKUX TPOSIBICHUM.
VY Hamiero manudeHTa KOXHBIC MPOSBICHUS 3aTparuBajiyd Bce
YUYaCTKH TeJla, 3a UCKIIOUEHUEM JIMIIa, U MOSIBUJINCH 3a 3 Toa
IO TIEPBOTO LIepeOPaTbHOTO COOBITHS.

IMpu CC ommcaHbl ¥ HEKOTOPHIE APYTHE IePMATOIOTH-
YecKre HapylleHUs, TaKhe Kak akpolmaHo3, ¢eHoMeH Peii-
HO, B TOM YMCJIe C TUTUTAIBHBIMU HEKpO3aMU (B YaCTHOCTH,
KakK y Halllero malueHTa), aHrMoMaTo3, OrpaHUIIeHHAasT KOXKHast
s13Ba, KOJIbLIEBUAHBIN aTpoduyecKuii Juiai u nepudepuye-
cKasi raHrpeHa [21—-23].

Hesponornueckue mnposisiaeHust npu CC 0ObIYHO TTPO-
TekaloT B Tpu (asnl [24]. B nepsyto ¢a3y npeobiamaior mpo-
NIPOMaJIbHbIE CUMIITOMBI, TaKME KaK roJIOBHAsi 00JIb U TOJIOBO-
KpyXeHue. DTa CUMIITOMAaTHKa MOXET Jaxke MpeAIecTBOBATh
nosiBiieHno LR. Bo Bpemsi BTopoii ha3bl MamyeHThl CTpa-
Al0T OT TOBTOpsitomMXcs 3mmu3onoB THUA u 3aBepllleHHBIX
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WHCYJBTOB C TOSIBJIEHMEM OYaroBOI'O HEBPOJOIMYECKOro Je-
¢unuTa. BeaencTBue mpeuMyleCTBEHHOTO BOBJEUYEHUS T10-
BEPXHOCTHBIX M/WJIM TJIyOOKMX BETBEil CpeaHeil MO3roBoii
apTepru CEHCOMOTOPHBIC CUMIITOMBI SIBJISIIOTCSA Hanbosee ya-
cteiM Iipu3HakoM THUA wiu uHcynbra [6].

3puTenbHbIe HApYLICHUS W/Wu ada3ust — BTOPOE 4acToe
MpOSIBJICHUE HAPYIICHUST KPOBOCHAOXKEHUS TOJJOBHOTO MO3Ta.
Eciu OHMK cnyyatorcs B 6acceliHe 3aHeil MO3roBoi apTepuu
WJIY 33He | HIKHE MO3XKeUKOBOI apTeprid, OHU MOTYT ITPOTe-
KaTh GeccuMIitoMHo. [Tociie TiepBoro ciydast MHCY/IbTa ObICTpOe
KJIMHWYECKOE YXYIAIIeHUE M3-32 MOBTOPHBIX 3MM3010B OblBa-
et penko. Tak, A. Tourbah u coaBr. [25] coobuimau o 26 ¢ppaH-
ny3ckux manueHtax ¢ CC. TUA wiu MHCYJIBTHI MPOU3OIILIA
y HUX B Bo3pacTHOM auanaszoHe 22—58 ner. LR mpeniectBo-
BaJI0 HEBPOJIOTMYECKUM CHMIITOMaM BO BCEX CIIy4asiX B Cpell-
HeM 3a 15 net. ['emuriapes ObL1 HanboJIee YaCThIM OYaroBbIM He-
BpPOJIOTUYECKAM CHMIITOMOM, 3a KOTOPBIM ClieoBaiM adasus
¥ 3puTesibHble nedekThl. CeHCOPHbIE CUMIITOMBI M TIPU3HAKK
TOpaXkeH!sI MO3XeuKa ObITM OTHOCUTEIBHO HedacThiMU. OnHa-
KO B HallleM KJIMHMYECKOM HaOJTIONEHUY TTOBTOPHBIE SITM30IbI
WHCYJIbTa CIYYWINCh B TeUEHUE MEePBBIX 2 JIET C MOMEHTA TIOSIB-
neHust LR v conpoBoXaaauch pa3BUTUEM CTOMKOTO 3pUTETBHO-
ro nedekTa U CHUXKEHUEM KOTHUTHUBHBIX (DYHKIIUIA.

B tpeTbio ¢azy HeBposormyeckux nposisiaeHuii mpu CC
BO3HUKAIOT 3aMETHbIE KOTHUTUBHbBIC HApyIIEHUs, 1 OTMEYaeT-
cs1 paHHee Havyauto aeMeHLmu [26]. OnxHako cooOIIaeTcs U o CIy-
yasX pa3BUTHS JIEMCHIIMU B pe3ybTaTe CyOKIMHUYECKUX pe-
LUIMBUPYIOIINX MHCYIBTOB 0€3 TPEIIIeCTBYIOIIMX SITHU3010B
0YaroBBIX HEBPOJOTMYECKUX paccTpoicTB [27, 28]. VY marmeH-
T0B ¢ CC MOTYT MIMETh MECTO TICUXOTUUECKUE CUMITTOMBI M CyH~
LMIaibHbIe MOnbITKY [ 12, 29]. KpaiiHe penko HeBpoJIornyecKue
TPOSIBIICHUST MOTYT TIPEIIeCTBOBATh pa3BuThio LR.

I'emopparuveckuii THCYIIBT — penkast cutyanus mist CC;
Kak TMpaBuJIo, pa3BMBAeTCsl BTOPUYHO B pe3ysibTaTe pa3pbiBa
KoJutaTepasieil iy Ha (poHe aHTUTPOMOOTHUUYECKOTO JICYSHMSI.
B camoii 6oJib1110i1 ceprmn HAOIIOAEHUI BBISIBJIEHO 7 reMoppa-
TUYECKMX MHCYJIBTOB Y 53 MallMeHTOB, a TaKXe MOAUYepKUBaeT-
cs1, uto 20% nHOaPKTOB ObLIN JTOKATM30BaHbI B MO3XKe4Ke [6].

Pazutne OMHK wim THA MoxeT ObITh 00yclOBIIE-
HO pa3IUYHBIMM MPUYMHAMM, B TOM YUCJIC W Y MOJIOIBIX Tia-
LIUEHTOB, M TpebyeT mpoBeAcHUS IUbGEepeHIINATBHOTO
nuarHosa (ta6s. 4). Y Hallero mauueHTa A0 TOSIBIEHUST He-
BPOJIOTUYECKUX CHMIITOMOB ObLIa MUArHOCTUPOBAaHA TUIIEP-
TOHWYecKast 60JIe3Hb, KOTOpast, OMHAKO, He MMela KPU30BO-
ro TeYEHUS U BPSA JIM MOTJa MOCIYXUTh MPUYMHON Pa3BUTHUS
MHCYJIbTa. B nuTepaTypHBIX MCTOUHMKAX HAJIMYKME JaOUIbHOM
CHCTOJIMYECKOM TUIEPTEH3UU OIMMCBIBACTCS Y TOAABISIONIE-
ro 6osnbmHeTBa mauueHToB ¢ CC [7].

Odranbmonorndyeckue HapymeHus npu CC mpeacras-
JICHbl B JIUTEpaType OIMMCAaHMSIMM MaKpOaHEBPU3MBI JMCKA
3PUTEJIBHOTO HepBa, OTEKOM JXKEJITOTO IISITHA C TBEPIBIM 3KCCY-
JIATOM, 3a[ePKKOM TTepdy3nu 1 00CTPYKIIMEl BETBE apTepun
¥ BEHBI CETUATKH, a TAKKE apTePUOBEHO3HBIMM IITYHTAMU CET-
yaTku, npoaudepanneil cocyioB CeTYaTKH, MeTeXuaabHbIMU
KPOBOMBIUSHUSIMA ¥ U3MEHEHUSIMU CETYATKU BCIICACTBUE TH-
neproHuueckoii bonesnu [30, 31].

BecbMa uHTepecHBIM SIBJISIETCSI BOMPOC Kiaccubuka-
muu CC. CorjacHo JUTepaTypHbIM JaHHBIM, B 3aBUCHMO-
CTU OT pe3y/bTaTOB MMMYHOJIOIMYeCKoro aHaiamsa Ha a®dJI
naeHToB ¢ CC Kinaccu@UUMPYIOT Ha CEpOINO3UTUBHBIX
u cepoHeraTuBHbIX [32]. [IpoBommioch cpaBHEHME KIWHU-
yecknx ocobeHHocTeil 6oibHbIX CC, MO3UTUBHBIX W HE-
raTuBHBIX TT0 a®JI. DTM OBe TPYIIIBI CXOXM MEXIy CO00it
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Tabnnya 4. [JucpcbepeHuynanbHbii NArH03 ULLIEMUYECKOTO UHCYbTA Y MOOAbIX NaLNEHTOB

MpUynHbI Mpumepbl

KapamnanbHble

BpoXAeHHbIN MOPOK CepaLa ¢ NPeALIecTBYIOLLeN onepaumel unn 6e3 Hee; SHAOKAPANT; KapAMOMUONATIS; NPOTe3NPOBaHMe
CEpAEYHOr0 KNanaxa; apuTMin 11 napajokcanbHas aM6onms.

lematonoruyeckue CepnoBMAHO-KNETOYHAS aHEMIASE; MOBbILLIEHHAS BA3KOCTb KPOBW; HACNEACTBEHHAA 11 CTAGUMbHAS NPUOGPETEHHAS rUNepKOoarynsLus.
OuaroBasi Ligpe6pansHas apTepuonaTis; CUHAPOM «Mmoyamoya»; PaccnoeH1e apTepui; BaCKynuT (NepBuUyHas UNn BTOpUYHas
Backynonatum thopma, accoLnMpoBaHHas ¢ CUCTEMHbIMU 3a60M1eBaHNSMU COBAMHUTENBHOM TKaHW); CUHAPOMOM CHeZloHa; MUrPeHb 11 06paTumoe

Liepe6panbHoe 3a601eBaHue; Ba3OKOHCTPUKLIMOHHbIA CUHAPOM.

MeTa6onuyeckue / rexe-
T4eckne 3abonesaHus

CADASIL (uepe6panbHas ayTOCOMHO-[OMMHAHTHAs apTepuonaTus ¢ NoAKOPKOBbIMU MHEPKTaMi 1 NeilkosHLedanonaruei);
6onesHb Pabpu; romounctenHypus u MELAS (MuToxoHApUansHas aHUeanomMuonaTus, naktataumaos, MHCYnsTonofo6HbIe aM130[bl).

Lpyrvie npusntbi

3noynoTpe6neHne NCUXOTPONHLIMI NPenapatamu, NOCTPagnaLnoHHas Tepanus n TpaBMbl

Tabnuya 5. JlabopatopHele nccnefoBaHus y nayneHTa ¢ nogo3peHuem Ha CC

Buab! uccnepnoBanmii Pacwmcposka

CTaH,U,apTHbIe TeCTbl

KNuHU4eckmii aHanns KpoBu; aneKTPONNTbI KDOBM; MOYEBIHA; KPeaTUHIH; IMH0K03a; 06LLMA KanbLni

dakTopbl pucka cepeyHo-CoCYANCTbIX
3a601€eBaHNI

[MuKnpoBaHHbIn remornobut (HbA1c); o6Lunit xonecTepuH; TPUMMNULEPUABI; NPOTEUHYPUS

Mapkepb! BocnaneHus

CkopocTb 0cefaHuns apuTpounTos; C-peakTuBHbIA 6e0K

(DaKTop pucka ayToMMMYHHbIX 3a6oneBaHuit AHTI/IHyKﬂeaprIe AHTWUTENA; aHTUTeNa K HaTuBHON JHK u aHTMHeVITpOdJI/IJ'IbeIe umTonnasmatn4eckue aHTuTena

PuCK 0TNOXEHUS UMMYHHBIX KOMMEKCOB

KomnoHeHTbl komnnemeHTa G3, C4; aktueHocTb CH50

06cnefgoBaHne Ha Tpom6ounnio

AHTucboconunnaHble aHTutena; npoten G, npotenH S, aktop V JleiiaeH; npotpombuH G20210A; myTauun
vetuneHTetparngpodonarpesnykrassl (MTHFR); ypoBeHb romoumcTenHa

10 GOJIBIITUHCTBY ITapaMeTPOB, BKITIOUast BO3pacT Havaja 3a60-
JieBaHMsI, TeHAePHOE paclipenesieHre ¢ IpeobaraHrueM KeH-
LMH, pacrnpocTpaHeHHOCTb LR, a Takxke Hainuue cepaeyHoi
narojoruu [10]. OgHako y mo3uTuBHbIX 1o adPJI nmauneHTOB
MOBBILIEH PUCK TPOMOOLIMTONIEHUHU, cyaopor U xopeu. [lauu-
EHTBl C OTPULATENIbHBIM pe3yibraToM TecToB Ha adJI moryr
UMETh 00J1bIIMe 10 pasMepy (>1 cm) anemeHTsl LR. Panee cuu-
TaJ0Ch, YTO y MAIIMEHTOB C MOBBIIIIEHHBIM ypoBHeM adJI pexe
TIPOUCXOMSIT UHCYIBTHI, MeHee BhIpaxkeHa LepedpabHast aTpo-
dus, pexxe umeeTcs TopaxkeHue MUTpaTbHOTO KilanaHa. OmxHa-
Ko B uccienoBanusx L. Bottin u coasr. [6] u N.L.P. Starmans
u coaBT. [33] mokasano, uyto adJI-HeratuBHbIe aneHTH ¢ CC
yarnie, yeM a®JI-To3UTUBHBIE, UMEIOT MHOXECTBCHHbIC WH-
CYJIbTBI IO YCTAHOBJICHUsT AMarHo3a. Bo3aMOXHO, 3TO CBsSI3aHO
¢ teM, uto y adJI-no3uTuBHBIX nMauneHToB auarHo3 CC ynaer-
cs1 yCTAHOBUTD JIETUYE U, CJe0BaTeIbHO, paHblie, yem y adJl-
HeraTUBHBIX. B 3TUX rpymnmnax oTMeyaiach aHaJOTMYHasl 4acTo-
Ta BOBJICUCHMSI KJIallaHOB Ceplla, a TaKXe IMOBTOPSIIOLIMXCS
CaMOITPOU3BOJIbHBIX a00OpPTOB. B ciyyae cepoHeraTUBHOro Ba-
puanTa CC MOTYT OBITh BBISIBJIICHBI IPYyTHE TPOMOODUINIeCKIe
HapylIeHus, HarlpuMmep, MyTauus B reHe V dakTopa (JleitneH-
ckast MyTanus), fedunnt nporenHa S, Z u ap. [34—37]. Y Ha-
ero 60JILHOTO UCKITIOYEeHB! KIIMHUMYECKN 3HAYMMbIe MYyTaIluu
B T€HaxX CBePThIBAHUST KPOBH, HO BBISIBJIeH KOMOMHUPOBAaHHBII
MOTMMOP®U3M, KOTOPBIA TIPU OIPEIeICHHBIX CUTYaIUsIX MO-
KeT ObITh (haKTOPOM pUCKa TpoMOo3a.

Junarnoctuka CC ocHoOBaHa, r1aBHbIM 00pa3oM, Ha BbI-
SIBJICHUW COYETaHUSI XapaKTepHOIO MOpPaxKeHUs] KOXU U pe-
LMIMBUPYIOUIUX LEPEOPOBACKYIISIPHBIX COOBITUI/WHCYIBTOB.
Kakoro-to cnemnuguyeckoro nadoparopHoro mapkepa CC
HE CyIIEeCTBYeT, OMHAKO TPEAIOiIaraeTcsi BecbMa HIMPOKUi
criekTp obcaenoBaHus (Taba. 5), BKIoYast UMMYHOJIOTHYECKUIT
aHaJn3 KPOBU JIJIST UCKITIOUEHUST CUCTEMHOTO 3a00JIeBaHUST CO-
eIVMHUTEILHON TKAaHM, CUCTEMHOTO BAacKyJUTa U TEePBUIHO-
ro A®C. Cpenyt MTHCTPYMEHTAIbHBIX METOJIOB 00CJICIOBaHUS
HauboJiee HaIeKHBIM ISl IMAarHOCTUKU TIOBPEXICHUST TOJIOB-
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HOTO MO3ra SIBJISIeTCsl MarHUTHO-pe30HaHCHasi ToMorpadusi,
OJIHAKO TPY BHYTPUUYEPETTHBIX KPOBOUBIMUSHUSIX KOMITbIOTEP-
Has Tomorpadust 6ojee uHgpopmarusHa. [IpuMmeHeHue 271eK-
TpoaHLedanorpadun 1 3J1eKTpoHepoMuorpaduu onpaBaaHoO
10 OCOOBIM MMOKA3aHUSIM.

BaxxHpiM MeTomoM nmuddepeHINaTbHOM TUarHOCTUKI
KOXHBIX UBMEHEHUIA SIBJISIETCS OMOTICUS KOXKU, XOTSI CITelIndu-
yeckue nameHeHust ipu CC OTCyTCTBYIOT.

Ha ceromasimHmMii neHb He pa3paboTaHO KIMHWYE-
CKUX peKOMeHIaluii mo BefaeHuto manueHToB ¢ CC, 1 OCHOB-
Hble Ttoaxoabl K Tepanuu CC 6a3upyrloTcsi Ha OTIEIbHBIX CO-
o6ueHusx. Hekoropbie dakropsl, Takue Kak 6epeMEeHHOCTb,
KypeHue, caxapHblii 11MabeT, MpuMeHeHe OpalbHbIX KOHTpa-
LIENTUBOB, aTepPOCKJIEPO3 W TUIEPJMIIUAEMUS, paccMaTpu-
BalOTCSl KaK TMOTEHILMaJIbHbIe (haKTOpbl pUCKa, HO HEOIpOo-
BEPKMMBIX J0KA3aTeJIbCTB WX y4YacTUsI B IPOrpPeCCUPOBAHUU
3a0071eBaHMs HET. TeM He MeHee KOHTPOJIb IIOTEHIIMAIBHO MO-
IUGUIMPYEMBIX (PaKTOPOB pHUCKa XKeJlaTeJIeH.

AHTUTPOMOOTUYECKIE CPENCTBA UCIIOIB3YIOTCS TSI BTO-
pUYHOI TIpOUMIIAKTUKN MHCYJbTa. HemaBHME MccienoBaHUsS
TTOKA3bIBAIOT, YTO B HACTOSIIIIEE BPEMST BEPOSITHOCTh PellUANBa
OHMK MeHbllle 0 CpaBHEHUIO ¢ UCTOPUUECKUMU JTaHHBIMU
13-3a YBeJIMICHUST MCTIOTb30BaHUSI aHTUTPOMOOIIMTAPHBIX,/aH-
TUTPOMOOTUYECKUX ITPENapaToB JIsl BTOPUIHOM PO IIakTh-
KU MHCyJbTa [6].

W aHTMarperaHThl (ACMUPUH U KJIOMMUIOIPEN), U aHTUKO-
aryJstHTel (BapdapuH) o6aagaloT cXogHOl 3(h(GEKTUBHOCTHIO
B MPEAOTBPAIllEHUH PELIUANBOB 1iepeOpaTbHbIX COOBITUI Y He-
ratuBHbIX 110 a®JI mauuenToB [6]. Bmecre ¢ Tem aHTHTPOM-
OolMTapHbIC areHThl UMEIOT JIYYIINiI Mpoduiab 6e30IacHOCTA
C MEHBIIMM PUCKOM KPOBOTEUYEHHUS IO CPaBHEHHIO ¢ Bapda-
puHOM. B mpuBeeHHOM KIIMHUUYECKOM TIpUMepe y MaldeHTa
Ha ¢oHe TpueMa KIJIonmuaorpensi u ¢ppakcuIiapyuHa Ipou30-
wen peuuaus OHMK B jieBOM mosyliapyuu roJlIoBHOro Mo3-
ra, a panee OHMK pa3Bunocs Ha ¢oHe mpuemMa anukcada-
Ha 2,5 Mr 2 pa3a B CyTKU. B CBSI3M ¢ 9TUM NPUHSITO pellieHue
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Ha3HAYMTh IBOWHYIO Je3arperaHTHYIO Tepanuio B COYSTaHUU
¢ BapdaprHoM. be3ycioBHO, Takasi Teparus CompsikeHa ¢ 1o-
BBIIIIEHUMEM PUCKa KPOBOTEUEHMIi, MOITOMY HEoOXoauMa Bce-
CTOPOHHSISI OlIEHKAa KOHKPETHOM KIMHMYECKOW CHUTyaluu,
onpezieseHe COOTHOIIEHUSI MOIb3bl IEYEHUS U PUCKa CBSI3aH-
HBIX C HUM OCJIOKHEHU 7151 KaXkI0To O0IBHOTO.

HecmoTtpst Ha TO YTO HEKOTOpPBIE aBTOPHI MPENIIOIATAIOT
HaJIM4re BOCTIAMTENbHON (a3bl HAa paHHEeN cTaguu 0OJIe3HH,
MPOTUBOBOCTIAIUTENIbHBIE MM UMMYHOJIETIPECCUBHEIE TIperia-
paThl, TaKMe KaK TITIOKOKOPTUKOUIBI U a3aTUOTIPUH, KakK Tpa-
BWIO, Hea(hMEKTUBHBI. [IJ15 TOro 4TOOBI TOBOPUTH O PYTUHHOM
HCTIOJIb30BAHUM UMMYHOJEINpeccaHToB y nanueHtoB ¢ CC,
HEOOXOMMMO MPOBEIeHNEe NOMOTHUTEIbHBIX WCCIeIOBAHUIA.
B HaireM KmHUYeCKOM HAOMIOAEHUHY C yIETOM HAJIUUMs Y Ta-
LIMEeHTa PEeUMAVBUPYIOIIUX WHCYIbTOB U KOXHBIX W3MEHe-
HUI ObUTO MIPUHSITO pelleHUe O Ha3HAYeHUM TUAPOKCUXIIO-
poxuHa B mo3e 200 mr/cyr. Ha ¢oHe mpuMeHeHUs] TaHHOTO
mnpernapara u [IBOMHOW aHTUArpPETaHTHOW TEPAIU B COYETAHUU
¢ npuemoM BapdapuHa (MHO — 2—3) B TeueHUe rofa perumamn-
BOB 3200JIeBaHUST HE OTMEUYEHO.

J1J1s1 JIe9eHUsT TTaTOJIOTUY KOXKH TIPUMEHSIIOTCST TTpeTapa-
ThI, CITOCOOCTBYIOIIIE YMEHBIIIEHUIO BSI3KOCTU KPOBU U YITyd-
IIEHWIO KPOBOTOKA: aHTUKOATYJISTHTHI M aHTUArpeTaHThbl, HU-
¢enunun u npocrarnannuH E1 (annpoctanun) [38].

3aknwyeHune

CC — peaKOeC 3a00JiIeBaHNE HEW3BECTHOI ATUOJOTUU
¢ 0COOEHHBIMU JE€PMATOJIOTMYECKUMMU TPOABJICHUAMU U T10-
BTOPAIOIIMUMUCA UHCYJIbTaMU. HeCMOTpH Ha TO 4YTO MOTOprIﬁ
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neUIUT OOBIYHO yMEHBIIAeTCsl C TeYeHHEeM BpPEeMeHU, Je-
MEHIMsI ¥ KOTHUTUBHbIE HapyLICHUs MPUBOIAT K CTOMKOM
vHBanIuaHOCTU. LIIMpoKUit cieKTp HEHPONCUXUUECKUX MTPO-
SIBJICHUI C MPEMMYILEeCTBEHHBIM HapylleHMeM KOHIIEHTpa-
LMY BHUMAaHUSsI, 3DUTEIbHOIO BOCIPUSTUS U 3PUTEIHBHO-TIPO-
cTpaHCTBeHHBIX HaBbIKOB mpu CC xapakTepusyeT IUIOXOM
MIPOTrHO3. BhIpaXkeHHOCTb KOTHUTUBHOTO YXYIIIEHUS BapbU-
pYeT y pasHBbIX IMMALMEHTOB, HO, OYEBUIHO, 3aBUCUT OT KO-
JINYECTBA TTOBTOPHBIX MHCYJIBTOB M CKOPOCTHU LiepeOpaTbHOM
arpoduu.

[TockobKy HEKOTOpble KIMHUYECKHUE ITPOSIBICHMS
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