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HeAPOXHPYPIHH H MEAHIIHHCKOH NeHeTHKH, . ExarepuHOypr

Dmitriev A.V., Gromovaja N.P., Volkova L.I.

Seronegative Sneddon's syndrome (clinical case)

Pa3iome

Cunapom Crennona (CC) - pefixas HEBOCNANMTENbHAA TPOMOOTHYECKAS BACKYNONATHA, AAA KOTOPOM XapakTePHO CONBTAHHE
UepeGpoBacKynAPHLIX HaPyWeHWHA C pacnPOCTPaHeHHbIM NHBEAO. HeBPONOrHYBCKHE NPOABNBHHA BKMKYAIOT NOBTOPHLIE Npe-
XO/ALLME HAPYWEHHA MO3FOBOTO KPOBOOGPaLLEHHA W UKEDAPKTLI MO3ra, 4acTO B 0611aCTH CpegHeN MO3rOBOR apTepHM, YTO
MPHUBOAKT K KOHTpanatepanbHoMy remunapesy, ahasud wunu gedekram nonedt 3peHus. Yacto npenwecTsyioT ronoBHbIe
6onu, Murpenu. lpumepro 50% cnyyaes HAMONATHYECKHS, HO CC MOXET GbiTb CBA3AH C ayTOUMMYHHLIMM 3360n8BaHMAMK. Ha
MPT 06b14HO BLIABNAKTCA H3MBHEHHA 6BN0FO BELLUECTBA MO3Fa, B TOM YHCNB WHGAPKTLI, MMKPOKDOBOMNHAHHA WIW aTpOcHA.
AHanu3 Ha akTiHTena K (oconuniaan npumepHo B 40% Cnyyaes 4aeT HeraTHBHbIE pe3ynbTate!. [peLCTaBNeH KNHHHYBCKHHA
CNyyai CapOHBraTMBHOro CHHAPOMa CHenOoHa C APKOA KNHHUYECKOR KapTHHOA 3a60nesanus.

Kniouesbie cnosa: cHiapoM CHenoHa, aHTocoNUNHAHBIA CHHAPOM, aHTWTENa K KapAMONUNMHY, CATYaTOe nusefo, (e-
HOMEH PeAHO, MyNbTHUHCDAPKTHAA JEMBHLKA

Summary

Sneddon's syndrome (SS) is a rare non-inflammatory thrombotic vasculopathy characterized by the combination of
cerebrovascular disorders with common livedo. Neurological manifestations include repeated transient disorders of cerebral
circulation infarctions of the brain, often in the region of the middle cerebral artery, leading to contralateral hemiparesis, aphasia
and/or visual field defects. Often preceded by headaches, and migraines. Approximately 50% of cases idiopathic, but SS may
be associated with autoimmune diseases. MR typically revealed changes in white matter of the brain, including heart attacks,
microchromosome or atrophy. The analysis on antibodies to phospholipids, approximately 40% of cases gives negative results.
Presents a clinical case of seronegative Sneddon’s syndrome bright clinical picture of the disease.

Keywords: Sneddon's syndrome, antiphospholipid syndrome, antibodies to cardiolipin, livedo reticularis, Raynaud's phenomenon,

multi-infarct dementia

Beenenne

Cuuppom CremnoHa (CC) - no HMeHH GpHTaHCKOro
nepMarosiora I. B. Sneddon (1915-1987) — wiHHH9ecKuA
BapHaHT NMEPBHYHOTO AHTHGOCGHOMHIHAHOIO CHHAPOMA UIA
KOTOPONO  XapaKTEePHO COUYCTAHHE LepPeGPOBACKYNAPHRIX
HapyIlleHHH € pPacnpoCTPaHEeHHWM JIMBEAO H apTepHalb-
HOJi HIICPTEH3HEH NPH OTCYTCTBHH NMPH3HAKOB AH(DYIHEIX
3a6onesanuil coeaMHUTENLHOH TkaHH. 3afoneBaeMoCTh
1:250000, pa3sBuBaeTca MPEMMYIMECTBEHHO Y MOJIOABIX XKEH-
muH [1,2).

Cpeannii BO3pacT NOARJIEHHA HEBPOJOTHIECKHX CHM-
ATOMOB - 39 JIeT, XOTH JHBEAO, KAK NMPAaBHJIO, Pa3BHBACTCA
Ha 10 ner paHblue, B HEKOTOPHIX CHydafX yXe B ACTCTBE.
PacnipocTpaHeHHOE NHBENO - CTOHKOE CETYATOE LHAHOTHY-
HO-(HOIETOBOEC MP2ZMOPHOE OKPALIHBAHHE KOXH, B NEPBYIO
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odepe/ib PYK H HOT (XOTH OHO MOXET 3aXBATHIBATH ATOMMLIA H
TYJ0BHUIE); YCHAKBaeTcA Ha xonoae. Hepponornueckue npo-
SB/ICHHA BK/IOFAI0T MOBTOPHBIE MPEXOAAMIHC HApPYTIEHHA
MO3roBOro KpoBoobpanieHus H HHGaPKThI Mo3ra, 9acTo B 06-
JIACTH CPEAHEH MO3TrOBOH apTEPHH, 9TO MPHBOAKT K KOHTPA-
JaTepaNbHOMY reMHInapesy, abpasHy WHIH fedexram nonek
3peHHA. B pemkux ciydasx BOIMOXHE HHCYALT CIIHHHOIO
Mo3ra TH60 BHYTPHYCPENMHBIC HWIH CyGapaxHOHA&IbHBIC
KpOBOH3NHAHHA. [TOABNCHHIO PacMPOCTPaHECHHOIO JIMBEAO
H 1epefpoBaCKYNAPHEIX CHMITOMOB MOTYT TPEILECTBOBATL
ronosHas 60/1b H roI0BOKPYXXCHHA, KOTOpPHIE MOABIAIOTCR Ha
HecKkomsko NeT panbme. Ha Gonee moanme#t cramuu 3abone-
BAaHHA 9acTO PA3BHBAIOTCA HAPYIUCHHA NaMATH, HIMCHCHHMA
JIMIHOCTH H CHHOKCHHC KOTHHTHBHBIX QYHKLHH, BEQYIIHE K
JNeMeHUHH. PeikHe HEBPONOTHYECKHE CHMITTOMEL - JTTHIICH-

25



HEBPONOIUA

THYECKHE MIPHNANKH, XOPed, MHENOoNaTHH. YacTo pa3BHBaIOT-
Csl BTOpHYHAA apTepHa/TbHaA IHIEPTOHHA, IOPOKH KJ1aNaHoB
cepAaua, nopaxeKHe rnas H nodex {2,3).

rronorua HescHa. [pumepHo 50% ciyvaes Hanomna-
THYeckHe, HO CC MoxeT OhIT: CBA3aH C 3yTOHMMYHHBLIMH
3860/1€BAHHAMH, TAKHMH KAK CHCTEMHaA KpacHad BOJ9aHka,
6Gonesus Bexuera, cmewanHOE 3a60/1€BaAHHE COCAHHHTENBHOH
tiagH. Cumnromsl npy CC BBI3BaHB NPOrpPECCHPYIOLIEH
apTepHONaTHedi HEBOCMAMHTENBHONO XapaxTepa, OGLIYHO
nopaxaiomefi apTepHH Malloro HIH CpeaHero karubpa, xo-
TOpAR BEleT K HX OKKJIIO3HH BCAENCTBHE HIOGWTOYHOM mpo-
nudepalHn KIETOK SHIOTENHA ¢ HapylIEHHEM KPOBOTOKa H
NOBBILICHHBIM CBEPTHBAHHEM KPOBH.

Knuuuka obycnosieHa TpomM6osamu aprepHit (Mo3ro-
BRIX, [M1a3HBIX, KOPOHAPHBIX, KOXHBIX, NErOYHRIX, ME3EHTE-
PHAILHBIX H ND.) H BEH (ITyGOKHX BEH OCHH, NEYEHOYHMIX,
PETHHAILHRIX, MO3IOBLIX, HAMNOYeyHHKoBHIX H ap.). Ilo-
BTOPAIOLUHECS CIOHTAHHLIC a6OPTRI, TEro9HaR MHNEPTEH3NA,
PETHKYNAPHOE JHBERO, peHoMeH PeiiHo, 23BH Ha HHXHHMX
KOHETHOCTAX, IHAOKAPANT C BErCTALUMAM:, MHKCOMBTO3HAs
JIET€HEHEPALHA MHTPAIBHOIO KJallaHa, rEMOJIKTHYECKAs
aHeMHA, TpomGourTonenus [3,4].

Hanpune CC MOXHO 3aNMORO3PHTL HA OCHOBAHHH
KIHHHYeCKOH KapTHHH. Ero BO3MOXHOCTE ceAyeT YYWThI-
BATH MPH HE HMEIONIEM BHAHMOI NPHIHHBI HHCY/IETE B MO-
JIOOM BO3PacTe, CHHKEHHH KOTHHTHBHBIX QYHKUHH B OTCYT-
CTBHE HHCY/IBTA H MIOAO3PEHHH Ha BACKYJIHT ayTOHMMYHHOIO
reHe3a, MPH KOTOPOM HeaddeKTHBHAI HMMYHOCYTIPECCHBHBIE
openapathl. [ToqTBepAHTE AHArHO3 MOTYT pe3yabTaThl 6Hon-
CHH KOXH (OKKJTIO3HA apTepHON BCEACTBHE NponHdepaliy
kneTok HHTHMEI). Ha MPT 06RYHO BRIARNAIOTCA H3MEHEHHA
6es10r0 BELIECTBA MO3Ta, B TOM THC/IE HH(APKTEI, MHKPOKPO-
BOH3/IMAHHA HNH aTpodHa. JlabopaTopHKIMH MapkepaMH 3a-
GONICBAHHA SRIAIOTCA: BOMIAHOYHRIA AHTHKOArY/SHT, aHTH-
Tena K KapAMomHOMHY, Gera-2-rHxonporendy-1, npu CC
npumepto 40% cayaeB cepoHeraTHBEH {5,6).

JnddepeHuHanbHIR AHArHO3 MPOBOAAT C CHHAPOMOM
obparmoii Hepe6panbHOi Ba3OKOHCTPHKLUMH, CHHAPOMOM
MELAS, cocynucToit aemeHuUMeH, MHTPEHDbIO, 8yTOHMMYH-
HBLIMH 3360/1eBaHHAMH, KOTOphIE MOTYT conpoBokaaThcs CC
H HepeOpanbHLIM aHTHHTOM. BobIHKCTBO ciydaes 3a6one-
BAHHA SBIAIOTCA CMNOPAAHIECKHMH, OJHAKO COOOIRNOCh O
CeMeHHRIX CITyqasix ¢ ayTOCOMHO-IOMHHAHTHBIM HACNEROBA-
HHeM. B 3THx ciTydasx BepOSTHO HanHdHe HacleACTBEHHOMH
npeapacnoaokesHocTH {1,2,3].

Hau6osiee mMpoOKo NMPHMEHAETCA AHTHKOArYAALMOH-
Hax Tepania BappapHHOM. Paa skcneproB npeanaraer Gonee
MATKHA NOAXOA K SIE9EHHIO GONBHRIX, Y KOTOPHIX HE BhIABRIA-
10TCH aHTHTENa K GochHoMMnMIaM - aHTHATPEraHTHas Tepa-
mHA (aCIIHPHH), B TO BPEMA KAK PYTHE PeKOMEHIYIOT HalHa-
qars Bap$apHH, HO NOANEPXHBATH Gonlee BHICOKOE IHATEHHE
MHO (unaexca ceepraiBanua). [Ipeanaranock Ha3Hawars HH-
THOHTOPH aHrHOTEH3HH-NpeBpamatouiero depmenTa (AID)
JUIS fIONABICHHA ITPOTHGEPaIHH SHAOTENHA, H NPOCTArNaH-
JHHB U YTYSMEHHA MHKPOCOCYIHCTOH LUHPKYIALHH. [TpH
MIIENHIECKOM HHCYmsTe coobuianock 06 3hdekTHBHOCTH
CHCTEMHOTO GHOPHHONH3A TKAHEBLIM aKTHBATOPOM NAIMH-
HOIMCHa, BBOIMMEIM BHYTpHBCHHO. MIMMyHOCynpeccuBHas
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Tepanus (asaThonpuH, wnkiodocdamMun) HeahdekTHBHA, HO
€CTh JAHHBIE O TOM, 4TO y GONBHBIX ¢ HANHIHEM AHTHTEN K
docpamnuaam moxer 6uTh 3ddbexTHBeH pHTYKCHMab (1,2).

CC - 3T0 XpOHHYECKOE, MPOTEKAIOLIeE C NepHOaHTe-
CKHMH 0GOCTPEHHAMH WIH NIpOTpeccHpylolee 3a6onepanve,
NpHBOJAUIEE K TAKEABIM OCTOXHEHHIM. Y 50% GoabHBIX
Pa3BHBAETCA AIEMEHLMA, PHBOMALIAA K MPEXAeBPEMEHHOM
HETPYAOCNOCOOHOCTH.

Marepuanbl H MBTOfbI

[IpeacraniseM YHHKANbHBIA H HMHTEDECHRIH CBOHM
TedeHHEM, @ TAIOKE MpEIUECTBYIOUHM JedeHHEM Clydak
cuuapoMa CHeQlOHa y MAlUMCHTKH, HaGmonasuiefica B He-
sponorudeckom otaenenny 'BY3 CO «COKBNel» r. Exare-
pHHbypra B Mae 2016 roaa.

Pasynbrarsl M 06cyxaeHne

Bonenas C., 32 roaa, HepaGotatomas, OGuina rocnu-
Tanu3upoBaHa B HeBposorudeckoe ornencive COKBNel
06.05.2016 rona.

IMpu cbope xanob 1 aHamHe3a 3a60N€BAHHA H XKH3HH, B
cBs3n ¢ npobieMaMH B OOLICHHH ¢ MALHEHTKOA - TPYIHOCTH
B MoxGope CJI0B, CHIDKEHHE aCCOIHATHBHOM H ONEPATHBHOH
AaMATH, BAIOCTB, TPEBOXHOCTD, JIETKYI0 Pa3apaNKHTC/Ib-
HOCTb, IMOLHOHAJIBHYHO JIaGHIBHOCTD, BCe OOCTOSTENHCTBA
3a6oneBatns OLUTH BHIACHEHB! CO CNOB COMPOBOKAABLIETO
cynpyra.

MauneHTKy GECNOKOHIH NEPHOAHYECKHE NMPHCTYROO-
6pa3Huie ronoBHele GOMH B J1EBO# MONOBHHE roONOBH, Gonbie
B of6nacTH HaaO6poBHOH AyTH, My/NLCHPYIOUIENO XapakTepa,
CONPOBOX/IABIIHECA TOLIHOTOH, PBOTOH, OMYIIEHHEM AAB-
JIEHHS Ha N1eBHH I71a3; Ha 9acThie 3MH30Qk! OHEMEHHA B 06na-
CTH J1eBO IEKH; HA KPATKOBPEMEHHbIE IMH30ML HAPYIIECHHA
pedH MPOAQIKHTENLHOCTb RO 2-X MHHYT C TIOCTCHCHHRIM
NONHBIM BOCCTAHORIEHHEM; Ha IEPMAHETHYIO HEJIOBKDCTh B
NeBOH pyke, Gonblle B KHCTH, H3MEHERHE NOYEPKa; Ha NMpH-
cTyns Ge3boneBoro HMaHo3a NadbUEB KHCTEH, YCHAHBAIO-
IIErOcs Ha XONO/ie; Ha PacCTPONCTBA CHa B BH/E HapyIIEeHHA
npolecca 3aChiNaHHA; TPEBOXHOCTD, MUIAKCHBOCTD, 3aTPYA-
HEHHA MPH OfICBAHHH, JIETKYIO IC30PHEHTALHIO BO BPEMEHH,
6eCNPHIHHHYIO MUIAKCHBOCTB, CHHOKEHHE MAMSTH.

U3 anamuesa 3a6onepanna: C feTckuX NeT orMedaeT-
ca HeGombimoe pacxofslieecs kocornasue, Gonsme 3a caér
nesoro rnasa 6e3 aunnonuH. 2004r. — nepsad GepeMeHHOCTH
ot nepBoro 6paka, CpoUHBIe pofikl B cpoke 38-39 Henenn Ges
ocnoxHeHKR. B ToM %e romy nocne nepsoii GepeMeHHOCTH
oTMedaeT noOneHEHHE, MOX0NOAaRHE THCTANBHRIX OTAEIOB
pyk H Hor. O6cnenosanacs y peBMarosiora fio MeCTy XKHTe/b-
ctBa H B COKB Ne 1, ocMOTpeHa aHTHOXHPYPIOM, YCTAHOB-
NleH AHArHO3: HAMONATHYECKHA cHHApoM Pefino. TpHHHMa-
na: aMIOMHMHH, BHTAMHHK Tpynnu B ¢ nonoxuremsuuM
3deKTOM B BHIE YMCHBIICHHA HHTEHCHBHOCTH MPOSBICHHA
KHCTEBLIX M CTOMHRIX chMmromos. B 2012 rony mepexecna
ocTpuiit nHenonedputT. B 2013-2014rr. Ha doHe exeromuoit
TEpanuH, BRPAXEHHOCTh CHHApOMa PeiHo Ha MDKHMX Ko-
HEJHOCTAX AOMLIA A0 CTENEHH MOSBICHHN MENKHX S3BOYCK
Ha namsuax. exa6ps 2014r. — Bo BpeMa Broporo Gpaka rpo-
H30I1NA JeNanHas Bropas GepeMeHHOCTb, HO Ha cpoke 15-
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16 Hefenb CAENaHO 3ak/ioYeHNe O aHTeHaTalbHOW rnbenu
nnoja n3-3a UMMyHU3auum no pesyc-dakrtopy (tutp 1:64). C
3TOr0 Mepuofa OTMeYeHbl 3NU30Abl MOBbILLEHWUS apTepuab-
HOrO flaBNeHna [0 yMepeHHbIX uudp: 140-150/90-100 mMm.pT.
CT. OceHbto 2014r. - TpeTb 6EPEMEHHOCTb C POXKAEHWEM
3n0poBoro pebeHka. C 28.01.2015r. no 10.02.2015r. npoxo-
vna neyenme n obcnefoBaHME B HethponorMyeckoe oTAe-
nenne COKBNel, ¢ gnarHosom: ApTepuanbHas rmnepToHns
CIOXHOIO reHesa (3cceHumanbHas+HedporeHHas), XpoHuye-
CKuii NnenoHedpuT, CTagns NaTeHTHOro BocnaneHus, XMHO,
XBIM 2 cT., 6epemeHHOCTb 20-21 Hefens. PekomeHz0BaH Npu-
€M npenapaTos: AONernT, KopuHpap-peTaps NOCTOAHHO U Ka-
HepoH, KypaHTUA, cynogekcns Kypcamu. bblna ocMoTpeHa
pEeBMATONIOrOM: /IMBEAO-aHTUUT, CUHAPOM PeiiHo, pekomeH-
[I0BaH Npuem aHTmarperaHtos. B mae 2015r. - ueTBepTas
6epeMeHHOCTb BHOBb «3aMepna», 4TO 6blN0 CHOBa CBA3aHO
C pe3yCc-KOH(NNKTOM maTepu n nnoga. B mae 2015r. ocmo-
TpeHa NoBTOPHO cocyancTbiM xupyprom COKBNel, guarHos:
CUHApOM PeliHo, TeTpanopaxeHue, uwemus kucteid 1l cT.
Ha3Ha4eHbl: NMEeHTOKCUMUINNH, HUKOTUHOBAA KUC/OTa, aKTo-
BEMH C XOPOLUMM MONOXMTENbHbIM 3((eKTOM: Ha nanbLax
CTOM ncyesnn n3bassneHns. 15.05.2015r. - BbinonHeHo Y3U
apTepuii HMXXHUX KOHEYHOCTEN: MPU3HaKW aHMMAUCTOHUN B
apTepusaxX BEPXHWUX U HWKHMX KOHEYHOCTEl MO FMmepToHu-
YecKoMy Tuny.

C mas 2015r. oTMeyaeT nosBieHne HENOBKOCTY B NeBOIA
PYKe ¥ U3MEeHEeHWe NoYepKa, a MyX - U3MEHeHNS B NOBELEHNN
- CHVDKEHVE WHWLMATVBbI, BHUMAHWS, a TaKXe 3aTpyAHeHue
npy ofesaHun (CTana NyTaTb BELLW MO Ha3BaHWIO U NOPAJOK
ux ogesaHns). Ha MPT ronosHoro mosra (r.HvxHuii Tarun)
B aBrycte 2015r.. KapTvHa MOAOCTPOro CK/IEPO3MPYHOLLErO
naH3HUethainTa ¢ nopaxeHnem 6e10ro BeLecTBa TEMEHHbIX
1 3aTbINOYHbIX [0Nelt 60/bLUe CpaBa, NOAKOPKOBbLIX 06pa30-
BaHU. Ha koHcynbTauum Heeponora COKBENel 3anofospeH
awarHos: porpeccupytolleii MynbTU(OKaIbHOR NelikoaH-
Liepanonatum € /1EBOCTOPOHHMUM Mape3oMm pyku (nupamug-
Has He[lOCTaTOYHOCTb, NIETKOI CTaTUYECKOW aTakcueld 1 Bbl-
PaXEHHbIMW KOTHUTWBHBIMW HapyLLEHWAMK), OCTaTOYHble

Puc.1.
«Livedo reticularis»

ABNEHWA HaTanbHOW UMT B Bufe pacxosLlerocs Kocorna-
31s, CUHAPOM PeiiHo. B cTauMoHape Mo MecTy XUTeNbCTBa
MpoBefeHO TPU Kypca MUTOKCAHTPOHa: B OKTAGpe, B HoA6pe
1 B Aekabpe 2015r, cymmapHas KyMynsaTvBHas fo3a npenapa-
Ta cocTasuna 48 mMr/mM2 (4To ABASETCA NPOTUBOMOKA3aHHbLIM
npy [T, Yale BO3HMKatoLLel Ha (hOHEe BbIPKEHHOTO M-
MyHOZe(hunLnTa).

Mocnie TpeTbero ceaHca MUTOKCAHTPOHA OTMeYaeT no-
SIBNEHWE TONOBHbIX 6Onell B pas/MyHbIX 06N1acTAX ronosbl
CXMMAIOLLEro xapakTepa, Aasswime 6011 B 061acTu NeBoii
HabPOBHON AyrK, 3aTeM WX YeTKYK CMeHY Ha MynbCupyto-
LMiA xapaKTep, Ha OLLyLeHVe AaBneHns B 0611acTu 11eBOro
rnasa. B aHBape 2016r. oTMevaeT MosABIEHNE KPAaTKOBPEMEH-
HbIX 3MW30/10B OHEMEHMUS LA, A3bIKA, HEYETKOCTW BMJIOTH
[0 ABYXMWUHYTHbIX MapoKCM3MOB nonHol adasun. Co cnos
cynpyra nosBUIOCL HEMOTUBMPOBAHHOE YYyBCTBO CTpaxa,
nnakcusocTu. ocne MOBTOPHOM KOHCY/bTaLMW HeBposora
COKB Ne 1B B theBpane 2016r. , naumeHTka 6blna Hanpas-
NleHa Ha CTaloHapHoe NeveHmne Ans YTOUHeHNs AnarHosa.

Mpy nocTynneHnn 06LEKTUBHO BbIAB/IEHO BbIPaXEH-
Hoe «ceTyatoro nueefo» (livedo reticularis) Ha KoXe KOHeu-
HOCTeA, XXMBOTa W CMWHbI, AUCTa/bHBIA KUCTEBOW LyaHo3,
KNacCU4yecky COOTBETCTBYIOWMA CUHAPOMY PeiiHo (cMm.
puc.1).

B HeBponormyeckom cratyce: NErKWiA MOHOKY/SPHbIIA
NEBOCTOPOHHWI KOHCTUTYLMOHANbHbIV 3k3o(Tansm. Ocna-
6r1eHMe aKTa KOHBEPreHuun C 2-X CTOPOH, 60siblue cheBa.
OnnTenbHblld - 4o 5 MUHYT Genblii gepmorpadusm. MuHu-
Ma/lbHas MbILLeYHas FUMMNOTOHUS B NIEBbIX KOHEYHOCTAX B
COYETaHMN C AWCTOHUYECKON TWMEep3KCTEH3NOHHOI YyCTa-
HOBKO/A MasblieB NeBoii KUCTU. CUHAPOM TeTpanmpammgHoi
pedieKTOPHO HefoCTaTOYHOCTH, C /IEBOCTOPOHHUM aKLeH-
TOM 1 Y4éTKMM cumnToMoM BabuHckoro cnesa. B nose Pom-
6epra ycToiumBa, CyLLeCTBEHHOe 3aTPy/JHeHWe Npu BbINON-
HEHUW NaNbLe-HOCOBOM U KONEHO-MATOYHOM Npobbl M3-3a
HEBO3MOXHOCTU MaLMEHTKN MpPaBu/bHO BbIMONHUTL Moche-
[0BaTeNbHOCTL [eMCTBUNA, BEPOATHO, B CBA3W C PaccTpoii-
cTBaMu mpakcuca. 3T0 NOATBEPXKAaeT HEeBO3MOXHOCTb Bbl-

PHC.2 KOHCTPYKTUBHAA anpakCcHA -
CUHAPOM UTHOPUPOBAHMWSA
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NOMHEHUA NPo6bl «KyNaK-pebpo-nafoHb», YTO XapaKTepHO
[N KNHETUYECKOW 3hchepeHTHOM anpakcuu, 06yCOBIEHHOM
N0 BUAMMOMY MOPaXEHWEM HIDKHWUX OTAEN0B NPEeMOTOPHOM
06nacTv Kopbl GOMbLUKMX MOMYLIAPWIA, OTBETCTBEHHOI 3a CU-
CTeMaT3aUnio N OPraHN3aLmMio pasnyHbIX AeCTBUIA, B TOM
ymncne NUCbMa, PUCOBAHMA, YTO TaKXe 6bIN0 3aTPyAHUTENBHO
NS NaumveHTKy. HapyLlueH v KOHCTPYKTMBHBIA mpakcuc (CMm.
puc.5). OcobeHHO HapyLLeHbl OnepaTyBHas W accouuaTuBHas
namsTb. VIMetoTCA 3nemMeHTbl CEHCOpHOI adasun - naum-
eHTKa Nnpu BepbanbHOM KOHTaKTe MeHseT mMecTamu Cioru B
C/I0Bax, XOTA YETKOCTb MPOW3HOLLEHMA He HapylleHa. Mpo-
BeleHO HeliponcuXonorMyeckoe TeCTMPOBaHWE MO LUKaiam
MOCA (MoHpeanbCkas LUKana OLEeHKN KOTHWTWBHbIX Ha-
pyLuenuit), 1 MMSE (kpaTkas LUKana OLeHKN NCUXNYecKoro
cTartyca), KOTopble BbISIBUIN YMEPEHHYIO AEeMEHLI0 KOPKO-
BOFO TWMa C npeo6nafjaHneM MHECTUYEeCKMX HapyLLEeHWiA,
CEHCOpHOIA athasum, anemMeHTaMy UrHOPUPOBAHWSA NeBOI Mo-
NOBWHbI NMPOCTPAHCTBA.

Bbino nposegeHo MPT ronosHoro mosra + MPA - uH-
TpakKpaHWanbHbIX COCYf0B, NepecMoTpeHbl MPT Tomorpam-
Mbl 2015 ropga, faHO 3aK/lOuYeHWe: OBLUMPHblE KUCTO3HO -
N7NO3HbIE U3MEHEHUS W CBEXWe oyarn uwemun. C yyeTom
HanMuna TUNUYHbIX MENKMX MH(ApKTOB cynpa- 1 cy6TeHTO-
puanbHbIX, U3MeHeHWiA Ha MP-aHrmnorpaguu B Buge obesHe-
HUs pUCYHKa BeTBeld 3 1 4 nopsfKa BCeX MO3roBbIX apTepuid,
KapTWHa MOXeT COOTBETCTBOBATb BAacKynuTy, TPoM6OTMue-
CKOIi  BacKynonatum ¢ peuyavBUpYIOWMMK  MOBTOPHBLIMM
MH(apKTaMM C Ha/IMYMEM «CBEXMX» WH(ApKTOB. eHepanu-
30BaHHaa LepebpanbHas atpous 3 cTeneHn. B cpaBHeHUn
c 2015 rogomM, OTMeYaeTCsi MWHUMaNbHad OTpuLaTe/IbHas
AHamuKa. [ins noAoCTpoOro CKNepo3npyroLLero naHaHueda-
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Phc). MPT ronosHoro
mo3ra u MPT-aHrunorpagpua
nayueHTkn C., 2016r.

/NTa KapTuHa He XapakTepHa B BWUAY OTHOCUTENbHOI CTa-
GUNBHOCTU KIMHUYECKMX NposiBNeHuid (puc. 3).

TuUnNUYHbIE KAMHUKA U aHaAMHE3: CUHAPOM MBSO, 0TA-
TOLLEHHbI/ aKyLLepcKwii aHamHe3, CMHAPOM PeiiHo ¢ Tpo-
(hUyecKUMM HapyLlleHWAMU, Ba3opeHanbHas apTepuanbHas
rUNepTeH3uns, N NopaXKeHe HePBHON CUCTEMbI B BUAE MOBTO-
PAIOLLMXCA 3MU30A0B LiepebpasbHON WLWeMUn, MUTpPeHo30-
noAo6HbIMK  LiedhanrusamMmn, NPorpeccupyrowmmMmm KOrHUTUB-
HbIMW HapyLLEHUAMK, 3aCTaBUNO NPEAMNON0XNUTL Hannumne y
naumeHTKu: aHTudochonunugHoro cuHgpoma (APC). Aud-
(hepeHLMabHbI A1arHo3 NPOBOAWUACH MeXAY NepBUYHbLIM 1
BTOPMYHbIM APC Ha (hOHe CUCTEMHOMO BaCKyNuTa B pamMmKax
peBMaTUYECKOlA NaTonoruu.

Mo na6opaTopHbIM NOKasaTensM: MUHUMaIbHAS MUKPO-
uuTapHas aHemMuio C ypoBHeM remorniobuHa 107 r/n w apu-
TpouuToB 4,5 X 1012n (60nee BEPOATHO ABMAETCA CNeLCTBUEM
MMMYHOCYNPECCUBHO Tepanuu B aHamHese), TPOMOOLUTbI
259x109n, CO3 12 mm/y. YpoBeHb KpearvHuHa 101 - 125
MKMO/Ib//1 M03BOMAN 3an0A03pUTh MUHUMA/IbHYIO MOYEYHYHO
ancthyHkumio. Mukpopeakuus BaccepmaHa, KpoBb Ha BAY n
aHTUTeNa Ha reprneTUYecKyto rpynny - oTpuLatesbHsl. Viccne-
[l0BaHMEe MapKepoB aHTU(OCHONMNUAHOIO CUHAPOMA: aHTW-
Tena K HatmeHoii AHK coctaeunmn 12,3 Eg/mn. UMK 72 ega.
PesmaTougHbIi dakTop 5 ea/n. ENA (aHTWTena K aKCTpagupye-
MbIM SiZepHbIM aHTUreHam) 0,35 ed. AHTUHYKNEapHbIi (akTop
(ANA) He BbifiBNIEH. AHTUTENA K KApIMONNMUHY MeTogoM DA
pasHanck 0,32 ef. AHTUTeNa K 6eTa-2-TMHONPOreyHy-1 pas-
Hbl 0,45 ef, BoNYaHOUHBIA aHTUKOATYNSAHT - OTpULATENbHBIN,
3HaUMMbIX HapYLLEHWIA KoarynsaumuoHHOro 1 TPoMGOoLMTapHOro
reMocTasa He BbIsIBieHO. Bce MapKépbl CUCTEMHbIX BacKy/n-
TOB 6bl/IM OTPULIATENBHBIMU, U COTIACHO Knaccupukaum APC,

Ne10 (143) Hos6pb 2016 HEBPOIOTVA



YPANbCKUIA
MEAMLMHCKUA XYPHAN

NEUROLOGY

6111 cAeNIaH BHIBOJ O cepoHerarHBHOM BapHaHTe ADC. Byuin
TAIOKE HCK/IIOYEHB! MEHETHYECKH NCTCPMHHHDOBAHHBIE Map-
xepst TpoMGodumii: annemn 20210A 1 1691A ne obnapyxe-
Hul, BapHaHT 10976A He BuitmieH. Atens GubprHorena 6era
455A He BhiARIICH. Ab(a-2-HHTerpHH (TPOMGOLHTApHLIHA pe-
uenTop K xosiareHy) papHanT T, TpoMOOUHTapHLIHA [mHKONpO-
tent IIIA(T.H. nuTerpHH Geta 3) BapuaHT C He OGHAapY>eHbI.
BruaneH nomopdum Xl daxropa, B pesynbrare yero obpa-
3FyIOILHECR TOHKHE CrYCTKH Gasee yCTOiMBR! K GHEPHHOMHIY,
Y70 PHBOIMT K MOBLIUEHHOMY PHCKY Pa3BHTHA TpomMG030B, HO
YYHTHIBAA Pa3BEPHYTYIO KIMHHYECKYIO KapTHHY APC He Mo-
XeT BRICTYTIaTh MOHO3THO(AKTOPOM JaHHOTO NATOAOrHYECKOIO
npouecca. Brisanen nomsmopdumit apuant 4G/4G MHrHbH-
TOpPa AKTHBATOPA 1a3MHHOIEHA, YTO COMPOBOXAAETCA CHIDKE-
HHeM aKTHBHOCTH TPOMOQIMTHYECKOH CHCTEMBI. 3axilodeHHe
CrELUHATHCTa HMMyHonorHdecko# naboparopun COKBNel:
BBUB/IEHO 2 reHeTHUeCKHX Mapk¥pa TpomGodwinii u3 8, yro
N03BOJACT CAC/ATH BHIBOI O HEBBICOKDM PHCKE PA3BHTHA TPOM-
6030B. Kpome Toro, BuuimieH | reHETHHECKHH NMOTHMOPOH3M,
acCOUMHPOBAHHBINA ¢ HapyLueHHAMH donaTHoro unkna - MTRR:
66 A-G-METHOHHH-CHHTETa33 peMyKTashl, [1¢ 3aMeHEH afleHHH
Ha yaHHH, 9TO CHIDKaeT (yHKUHOHAIBLHYIO aKTHBHOCTD (ep-
MEHTA H IPHBOJIHT K MOBBULEHHIO TOMOLIHCTEHHA B KPOBH, TEM
HE MEHEE PHCK FHIIEPTOMOLIHTEHHEMHH PacLIeHEeH KAK HH3KHA.

IlpoBeneHHEe HHCTPYMEHTILHOW AHArHOCTHKH: Y3H
apTepHH H BeH HHIXKHHX KOHEYHOCTEH, MOYEYHBIX apTepHH,
BEH MOYEK H HANTIOYEYHHKOB, OPraHoB OPIOWHOH NONOCTH H
noveK — Naronorux He BuAmieHo. IXO-KI' — susARNeH aop-
TaIbHBIH MOPOK C KAILLHHO30M, ARIEHHAMH HENOCTATOMHO-
CTH H PETYPTHTallHeH B MOIOCTD JIEBOTO XeTyAouKa 2 cTene-
HH, 3 Taloke MHHHMA/IbHAA MHTpajibHaA peryprurauns 1 ct.
JlaHHBIX 32 BETeTalHH H MHKCOMATO3HYIO J€TCHEPALHIO He
noAy4eHo. SnexTpodHuedanorpadua - HCTHHHOH dIHUNENTH-
(OpMHOA AKTHBHOCTH He AOTYdeHO.

OcMoTpeHa CnenHanHeTaMH: OPTaIbMOMOr - THIEPTO-
HHYECKAA AHTHONATHA CeTIATKH H ambnaHonHa obonx rnas ¢
octporoit 3penns: VOD 0,4, VOS 0,5; pesmaronor (k.M.H.
Esctrrieena JLI1.) — noaTBepann peakHii cydai nepBHYHO-
0 CEPOHETATHBHOTO aHTHGHOCGHONHIHAHOIO CHHAPOMA; He-
¢ponor - xpoHHueckas 6one3ns novek Il ct., BasopenanbHan
apTepHAIbHAA THIICPTEH3NA, BOIMOKHO BCEACTBHE TPOMOO-
THYICCKOH MHKPOAHIHONATHH; KAPOHOXHPYPT - XHDYPrHue-
CKD#i KOppeKifHH He TpebyerTca.

IpoBen¥H Kypc nedeHHA: BHHIOLIETHH, MEHTOKCHOH-
NHA, HepeGponu3nn, MarHua cynbdar. C uensio npoduiak-
THKH JaMbHEHINHX TPOMOOTHYECKHX OCNOXKHEHHH Gbul Ha-
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3HayeH Bap(apHH B CTAapTOBOH N03¢ 2,5 MI B CYTKH, 3aTeM
C MOCTENeHHBIM MOBbIWeHHeM 103bl. MHO npu rmnncke
cocrapuwio 1,45 ye., 4TO He NOCTHIMIO TEPaneBTHWECKOIO
[HanaloHa, peKOMEHI0BaHa JanbHeHIad THTPaUHA 103k N0
MECTY XHTENbCTBA Nox JabopatopHuM koHTporem MHO u
BpauebnuiM HabnogeHHeM. 3a BpeMs /€YEHHs OTMeEYAncs
MOJIHLIR pErpecc ronoBHLIX Gosei, HOPMANH3aUHA HOYHO-
ro CHa, yny4llleHHe HACTPOEHHA, yMy4llIeHHEe KOTHUTHBHBIX
(YHKUHH, pedH, THCbMA.

Taxum o6pa3zom, B paMKax TOCNHTANIM3AUHH B He-
Bponornyeckoe oraeneHne COKB Ne 1, Geun mposengH
oG depeHUHANbHEIA OHAarHo3 MexXAy NPOrpeccHpyrome
MyIBTHPOKANBLHOH NeHKoHLedaTONaTHH, OJOCTPOM CKIle-
PO3HPYIOUIHM JHUE(PANHTOM, MEPBHYHBIM H BTOPHYHLIM
AHTHPOCHOTHNHAHBIM CHHIPOMOM.

BouiBogbl

B pesynbrare - couyeTaHHe YHHKaIbHOH KOMGHHALMK
TPHanbl CHMITTOMOB. PETHKYNIAPHOE JIHBENO, apTePHaIbHAA
FHIEPTEH3HsA, PELUHAHBHPYIOLIHE HUIEMHYECKHE aTaky B 10-
MOJHEHHE K OTATOMEHHOMY aKyIEPCKOMY aHaMHe3y, HalH-
4He TKEJIONo CHHApoMa PeifHo, MHIpeHO3HBIX uedanrui, Ha
(oHE OTPHLATENLHBIX CEPONOTHYECKHX TECTOB Ha MAapKEpH!
aHTHGOCHONHIHAHOIO CHHAPOMA H IPYIHMX PEBMATHYECKHX
3a6oneBaHHH NMO3BONMHIH HaM BRICTABHTL AuarHo3: [lepehy-
HBIH, CEpOHEraTHBHBIH aHTH(GOCHOMHITHAHBIR CHHIPOM C KITH-
HHYecko#l MaHHdecTalHeH B BuIOe cHHapoma CHedloHa, pe-
LUHAHBHPYIOIHMH TPAH3HTOPHEIMH HIIEMHYECKHMH aTAKAMH
H HIIEMHYECKHMH HHGAPKTaMH NPEHMYLIECTBEHHO Ha rpa-
HHLUE cocyaHcThIX GacceiiHoB H B mpaBoit BCA ¢ ucxonamu B
BHAI€ 1IBYCTOPOHHHX OGLIHPHBIX KHCTO3HO-IMHO3HBIX H3MEHE-
HHH B reMHciepax 60/bIIHX NOTYWAPHH, NPEHMYILECTBEHHO
Cnpasa, CHHAPOMOM pedUIeKTOPHOH TeTpanHpaMHIHOH HEROo-
CTaTOYHOCTH, Gasbllie CNEBa, BLIPAXKEHHBIMH KOTHHTHBHBIMH
HapylleHHAMH (THIIOMHE3HE, apakcHei ), SMORHOHATbHBIMH
PacCTPOHCTBAMH, JIETKHM A€ DHLHTOM CaMOOOCTYHHBAHHA. B
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