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The clinical case of Sneddon syndrome as a manifestation of seronegative

antiphospholipid syndrome

Pe3iome

Cunppom CHepnona ~ peakoe nposenexne aHTM@POCHOnUNUEHOro cuHapoma (ADC) U HeKOTOPbIX APYTHX TPOMGODUNMYECKUX
COCTOAHWH, NPOABAAIOLIEECA PACAPOCTPaHEHHbIM CeT4aTbim nuBedo (livedo reticularis)  uepeGposackynspHo# naronorues
(ocTpbie Hapywenua Mo3roBoro kposootpawenns (OHMK), TpaH3uTOpHbIe HweMHyeckue aTaku).[1;2] XapakTepHolit cuMATO-
MOKOMN/IEKC NO3BONAGT 3aN0J03PHTL NATONOTHIO CBEPTLIBAIOWEA CHCTEMbI KDOBH, W B Nepeyio ouepeas ADC y nayuenTos
C MHCYNLTOM B MONOABOM BO3pacTe. TeysHwe cHHAPOMA CHefyl0Ha NpenONaraeT passuTHe PeUHAMBMPYIOWMX TPOMGO30B
apTepuaIbHbIX WAM BEHO3HbIX 62CCEIHOB rONOBHOr0 MO3ra C NPOrPeJMEHTHO HAPACTAKLMM HEBDONOTUYECKAM ABMLUTOM
H MyNETHHHGAPKTHOM ieMeHLen [3;4). BaxHbiM RBNABTCA CBOBBPEMEHHAA AUArHOCTHKA W Ha3HaYeHWe a|eKBATHOM Tepaniu,
HanpasnexHoM Ha npea0TBpaLLEHHE rMNEPKOAryNALMA,

Knioyesbie cnoea: AHTHOCGHONMNKAHBIA CHHAPOM, CHHAPOM CHeOHa, MHCYNLT, MONOZOH BO3pACT

Summary

The Sneddon syndrome is a rare manifestation of the antiphospholipid syndrome and some other disorders of coagulation
system with high risk of thrombosis. Specific skin sign, which is named livedo reticularis, and cerebrovascular diseases such as
strokes and transitory ischemic accidents are included in the Sneddon syndrome. A lot of cases are connected with a circulation
of antiphospholipid antibodies in blood. The course of this disorder is characterized by repeated cerebrovascular accidents in
arterial and venous system with the progressively rising neurological deficits and the multi-infarct dementia dementia [3; 4]. The
timely diagnosis and the appointment of suitable therapy, which is aimed at the prevention of hypercoagulation, are important.

Key words: Sneddon syndrome, antiphospholipid syndrome, stroke, young age

Bsenenue

[pencranneHo KkiHHHYeCKOe HabmloiCHHE mNaLHEHTa
K., My>caunni, 48 net, (31eKTpHK no npodeccHH, Ha JaHHRIH
MOMEHT HaxoaWTca Ha III rpynne uuBanHAHOCTH, He pabo-
TaeT), KOTOPHIA MOCTYNHN B KIHHHKY HeBponoru# [IKKB ¢
xanobaMu Ha cnabocTh B NPaBOH PyKe, MEPHOAHIECKHE He-
MPOH3BONIbHBIC ABHXKEHHA Gonbllle B AHCTANBHBIX OTAENAX
MpaBoii PyKH 1O THMY APOXKaHHA C MOCTENEHHBIM Paclpo-
CTPaHEHHEM Ha BCIO KOHEYHOCTh, OLLYIMEHHE MOKANKIBAHHA
H «MOM3aHus Mypalllek» B PaBOil pykKe, aCHMMETPHIO /ML,
HapyllleHHEe PeYH, NEPHOHYECKHE roNoBHBElE 60H 6e3 uer-
KO# Jloxanu3auyu Gonbllle B 3aTHIOYHOR 06nacTH 6e3 myns-
CHPYIOIMETD KOMIIOHEHTa, 061yto cnabocTs.

H3 anamHe3a 3a601€BaHHA HIBECTHO, YTO 3aboneBaHue
nebGloTHpoBaio ocTpo, B BozpacTe 45 neT, koraa Ha oHe
(hH3MYECKOro NepeHanpAXEHHA PE3ko BOIHHKIA €1abocTs B
MpaBofi MOMIOBHHE TeNa, B PaBoi MONOBHHE NHLA, HapyLIH-
nach peys, 3peHHe. IKCTPEHHO INOCIMHTANHIHPOBAH B Mana-
TY MHTEHCHBHOH TEpaNHH HEBPOIOTHYECKOTO OTAEJIEHHA 10
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MECTY XHTenbcTBa ¢ AHarHo3om: OHMK no HiemuueckoMy
THNy B GacceiiHe NeBo# cpeaHed MO3roBoii aprepuu. B He-
BPOJIOTHYECKOM CTaTyce Ha TOT MOMEHT MPHCYTCTBOBANM:
MPAaBOCTOPOHHAA TEMHAHOICHA, MAape3 BIOpa BMpABO, HH-
CTarM MpH B3Misde B 06¢ CTOPOHHI, LEHTPabHEIA NpaBo-
CTOpPOHHHH Mpo30Mape3, LECHTPaNbHLIA reMHNape3 Cnpasa
JI0 [IETHH B pyKe, MATOMIOTHYECKHE CTOMHRBIC H KHCTEBhIE
3HAKH CNPaBa, MoTopHaA adasus. B pamkax TepanesrHyecKo-
ro OKHa MpoBeAeH CHCTEMHBIH TPOMOOMHIHC C YACTHUHBIM
perpeccHpoBasneM cHMnTomatukH. Yepes 10 aHe#t mocne
MOCTYILIEHHA B CTAUHOHAP BO3HHK CYIOPOXHLIA BTOpHY-
HO-TeHEPaNH30BaHHKI napokck3M. [IpoBeseHn crenyo-
tIMe MCCAENOBAHHA: OOLMIA aHAIH3 KPOBH — TPOMOOLMTRI
171*1012/n, noka3arenH JTHMHIHONO CNEKTPA, KOAryaorpaM-
MBI B npefenax pedepeHcHuIX 3HaueHHit. PeBMonpobu: an-
TuTena k HarupHoi JJHK — orpHuarensHo, peBMarOHAHLIH
dakrop — oTpHUATeNbHO. KOCBEHHRIX MPH3HAKOB HaNH4YHA
BOJTYAHOYHOrO aHTHkoarymsxura Her. Ha MPT ronosHoro
mo3ra kaptuia OHMK no tumy Hitemun B 6acceiine nepoi
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HEBPOROrng

CpeaHeii MO3roBOH apTEPHH, MOCNEACTBHA MEPEHECEHHOTO
OHMK B Beprefpo-6a3nnnapHoM GacceiiHe, O4aroBee M3-
MEHEHHs TOJIOBHOrO MO3ra HHCTPOdHYECKOro xapakTepa.
HapyxHas 3amecTuTenbHas ruapouedanua.  Ilpu3naku
BLIPAKEHHOTO OOeHEHHA KPOBOTOKA B COCYJaX IOJIOBHOIO
wo3ra. [locne npoBeaeHHA JIEYEHHSA BBIITHCAH C yTyUlleHHEM
# PEKOMEHIAUHAMH M0 BTOPHYHOH NPOQHIAKTHKE HHCYNb-
Ta. B TeueHHe nociequux Tpex Jer Habniogaercs B LEHTPE
3MHAENTONOMHH ¢ AHarHo3oM: CuMmToMaTHyeckas Goxanb-
HaA IMuAencHi ¢ GOKILHEIMH MOTODHBIMH, CEHCOPHBIMH
H BTOPHYHO-TEHEPATH30BAHHBLIMH TOHHKO-KJIOHHHYECKHMH
npuctynamH. [1ocToslHO nomyyan npenaparsl BajlbIpoeBon
KHCNOTH B 03¢ 1500 MI/CYTKH C yIOBJICTBOPHTEILHEIM OT-
BETOM B BHI€ OTCYTCTBHA BTOPHYHOH IeHepain3auMH Cyno-
POXHBIX MAPOKCH3MOB.

pH 06BLEKTHBHOM HCC/IEN0BAHHH CETHATOE NHBELO HA
KOXHBIX NTOKPOBax, 6oJiee BRIPOKEHHOE B JHCTANbHBIX OTAE-
NaX KOHEYHOCTEH H Ha KHBOTE, MPH3HAKH 'MHEKOMacTHH. B
HEBPONOrHYECKOM CTaTyce: KPyMHOAMILIHTYAHLIH HHCTarM
TIpH OTBEJEHHH INa3HLIX A610K B 06€ CTOPOHBI, UEHTPANBHEIA
MpaBOCTOPOHHHH Mpo3onapes, NEPHOAHIECKOE MONEPXHBA-
HHE TNPH NPHEME XHAKOH H TBEPOH MHILH, ITOTO4HbIA ped-
JIEKC OTCYTCTBYET, HeG0 QOHHpYeT, BhIpaKeHHAA AH3aPTPHA,
NIEBHALMA A3BIKa BrpaBo Ge3 npu3HakoB atpodHH, peduiek-
Chl 0pajbHOIO aBTOMATH3MA OTpHLATENbHBIE, 00beM aKTHB-
HBIX BH)KEHHH OrpaHH4YeH B NpPaBOH BEpXHeH KOHEYHOCTH
B CBA3H C Mape3oM, MHIIEYHBIH TOHYC BO BCEX MBIIIEYHBIX
rpynnax CHHXKEH, MBIIEYHAR CHIA B NEBBIX KOHEYHOCTAX M
npaBo# Hore - 5 6annos, B NpaBoi pyke cHHXeHa 10 3 6an-
108, rny6okne pediexchl He BRI3LIBAIOTCA, TOBEPXHOCTHBIE
pedreKch OTCYTCTBYIOT, ATONOTHYECKHE CTOMHbIE H KHCTe-
Bbl€ 3HAaKH OTCYTCTBYIOT, MI0XOKAa YMEPEHHO M3MEHEHa Mo
THITy arakTH4eckoi, B no3e PoMGepra ycToHuMB, NPHU3HAKH
HapymieHHA raybokoil B NOBEPXHOCTHOI 4yBCTBHTENLHOCTH
B IMCTILHOM OT/€Ne NMPaBoH PyKH.

IMposenenn HeeneaopaHua nokasareied obuero aHa-
nH3a KpoBH — TpoMboumTel 151*1012/n, nHnuaHOrO ciekTpa
— obumu# xonecTepHH 6,52 MMOB/1, GHOXHMHS KPOBH, KOa-
ryaorpaMma — 8 nepaenax pedepeHcHbX 3Hadenui. Onpe-
ZeNeHHE THUTPa aHTHTEN K KAPAHONHTIHHY, B-2 rIHKOMpo-
TeHny 1 — B npemenax Hopmel. KauecTseHHO BONYAHOMHLIH
AHTHKOArYJIAHT He OGHapyXeH.

[TopTOpHO NpoBeAEHa MAarHHTHO-PE3OHAHCHAA TOMO-
rpadus ronosHOro Mosra: kapTuHa nocneacrsuii OHMK s
6acceiine neBoii cpennelt MO3roBOH apTepHH, PaBo# 3aaHeH
MO3roBOH apTepHH, BepTebpo-6asunnspHom GacceiHe (Bepx-
HAA MOIKEUKOBAs aprepus cnepa). OuarosBmie HIMEHEHHA
BELECTBa MO3ra AUCTpodHyecKoro xapakrepa. [TepuBentpu-
KyNApHas JeikosHuedanonarus, cMelllaHHas 3aMECTHTENb-
Hasd ruapouedants. YMepeHHO BBIPOXEHHaAA LepebennspHas
arpodus. Curyconarus

B pesynbrare BhiieieHR! cleQYIOLHE CHHAPOMBI:

1. TlpaBocTopoHHHH BEPXHHII LIEHTPANBHEIA MOHOMNA-
pe3 (CHHXKEHHE MbILIeYHOH CHIIKI,)

2. YyBCTBHTENBHBLIE PAacCTPOHCTBA MO KOPKOBOMY
THITy B AHCTAIbHBIX OTA€NaX NPaBOH BEPXHEH KOHEYHOCTH
(MOBEpXHOCTHAA THMECTE3Hs, MEPHOAHUECKHE MAPECTEIHUH,
CHIKEHHE ry6oKoi YyBCTBUTENLHOCTH)
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3. VYmepeHHO BhipaxeHHBIt OynbGapHulii CHHIpOM
(monepxuBaHHe MPH fMpHEMe KHAKOH H TBEPAOH NMHLUH, OT-
CYTCTBHE [TIOTOMHOrO peduiekca, BbIPAXEHHAd AM3APTPHA,
NIEBHALMA A36IKA BNPABO)

4. CynopoxHuiH CHHApOM (MapLHaabHble CEHCO-MO-
TOpHbIE MPHIANKH C AMCTAIbHBIX OTAENOB NPaBOH PYKH H
MOCTENEHHBIM BOBJIEYEHHEM NPOKCHMAILHOH MYCKYNATyphl
no THny JKeKCOHOBCKOTO Mapllia H reHepaiu3aliHei Cyno-
POXHOIO MApOXCH3IMA).

5. CHHIOpOM KOXHBIX NpPOABNEHHH mo Thmy Livedo
reticularis

6. AprepHanbHas rHNEPTEH3HA

uddeperuHanbHas QHATHOCTHKA B MEPBYIO OYepelb
NpOBOAHIACH CPERH MPHYHH Pa3BHTHA HLUIEMHIECKONO HMH-
CynbTa y JHL MOJIONONO BO3PAcTa, K KOTOPBIM OTHOCATCA
JOHCCEKUHA MArHCTPATLHOH apTEPHH TONOBhI HIH MO3TOBOH
apTepHH, IPUTPEMHS, THIICPrOMOLIHCTEHHEMHS, MHIPEHO3-
HBI HHCYIBT, HACNEeCTBEHHbIE COCYAHCTHIC 3aboseBaHuA,
A®C. Hanuuue ronosHeix 601¢H 10 BO3HHKHOBEHHSA KIH-
HHYECKOH KapTHHHI HHCYILT2 B COYETAHHH C (QH3IHIECKHM
NepeHanpAKEHHEM, O KOTOPOM MAalHEHT YNOMHHAN MNpH
onpoce, HACTOPAXKHMBACT B IUIAHE PA3BHTHA apTepHAIBHON
nancceklHH. OaHako ronoBHule 60K 6eCNOKOHIH nauxeHTa
B TeueHHe AnxTenbHoro spemerH 10 OHMK, rax e no pe-
3yNbTATAM HEHPOBH3YaNH3allHH HE MOMYYEHO XapaKTEPHBIX
MPH3HAKOB PacCIOEHHA apTEPHANBHOH CTEHKH ¢ GOpMHpO-
BAHHEM HHTPaMYPaJIbHOH NEMaTOMEL.

3a6oneBaHHA CHCTEMbI KPOBH, NPH KOTOPBIX CO3MAIOTCR
YCNIOBHA IUTA YCHIIEHHOTO TPoMG006pa3oBaHHA (IPHTPEMHA,
HacleACTBEHHBIE TPOMGO(HINH), CONPOBOXKAAKTCA Xapak-
TepHBIMH H3MCHEHHAMH NoKa3arened o6wwEro aHamH3a Kpo-
BH HIIH KOAryjorpamMMBl, 4To He Habnroganock y naiHeHTa B
Te4eHHe BCEro NepHoaa 3a6oneBaHHs.

Mo 3apy6GexneiM nauuem ot 20 a0 30% cnywaes
HIIEMHYECKHX HHCYILTOB B MOJOJAOM BO3pacTe ABJIAIOTCA
npossnenneM cuHapoma CueanoHa. ADPC xapakrepusy-
eTCA IMHPOKHM CMNEKTPOM KIHHHYECKHX MNPOSBICHHA CO
CTOpPOHBI HEPBHOM CHCTEMBI, YTO HMEET MECTO B NAHHOM
KJIHHHYECKOM HAaOMIONEHHH: CKIIOHHOCTB K TpoMbGounTone-
HHH, CETYATOE JIHBEIO, PEUHANBHPYIOIIHE HHCYNLTH, MH-
nenTHYecKHA cHHApoM. HefipoBusyanusauuonHas kapTHHa
NOATBEPXKAAET 3aHHTEPECOBAHHOCTE HECKONBKHX apTEpH-
anbHBIX GaccedHOB M CBHUOETE/NLCTBYET O 3HAYHTENBHOM
NpOrpeccCHpoBaHHH 3a607€BaHHA B CPABHEHHH C Pe3yib-
TaTaMH B MOMEHT ne6iora 3aGoneBanma. OTpHuUaTenbHEle
aHaJIH3kl HAa OMpefe/ieHHe BOMYAHOYHONO aHTHKOAryIAHTa,
aHTHTE K KapAHOIHNHHY M -2 mHkompoTeHHy I Bctpe-
qa10TcA Gonee geM B 40% cnydaeB B COYETAHHH ¢ KITHHH-
4ecKoH KapTHHOMH. [5] B cOOTBETCTBHH C aKTyanbHBIMH Ha
DaHHBIA MOMeHT CHaneHckHMH kpHTepuamu A®C 2006
rofia, I/IA YCTAHOBKH AHAarHo3a TPebyeTcA ONHH KIHHHYC-
CKHH KpUTepHil (peLHAHBHPYIONIHE BEHO3HBIE H/HIIH apTe-
pranbHele TPOMGO3EI, TPOMOOLIMTONIEHHA, HEBLIHAITHBAHHE
6epeMEHHOCTH, CeTYaToe JIHBEAO) H OAMH J1abopaTOpHBIA
kpHTepuit. OTCyTcTBHE 1a60PaTOPHONO KPHTEPHS H HANH-
4YHe HECKONBKHX KJIHHHYECKHX KPHTEPHEB MAET BO3IMOXK-
HOCTh MOCTAaBHTb AHATHO3 CEPOHEraTHBHOrO aHTHhOCcHO-
JIMITHAHOIO CHHAPOMA ¢ cuHApoMoM CHenaoHa.[6]
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MaunenTy pexomenpopaH npHem Bapdapuua no cxe-
Me, HaYHHas € 5 MI B CYTKH (2 TabneTkH B feHb) B TEIEHHE
nepBsix deThipex AHe. Ha 5 neHb pekoMeHIOBaH KOHTpOND
MHO c xoppexiiseit 103HpOBKH H noaaepxanueM MHO B
npedenax 2-3 ¢ KOHTPONEM depe3 Kaxasle 4 HEACNH, MOBTOP-
HoE onpeaeicHHEe BOTYAHOYHOTO aHTHKOArY/IAHTa H aHTHTEN
K KapAHONHNHHY H §-2 rnukonporenny I ¢ unTepsanom B 6
mecsues. (7]

3axniouenune

AKTyanbHOCTb CBOEBPEMEHHOH AHarHocTHkH A®C
MOAAEP>KHBACTCH COLHANBHBIMH H SXOHOMHYECKHMH aCIeK-
TaMH AaHHOH MaTOJIOTHH, TAaK Kak peunavsupyoiie OHMK
6e3 ajieKBaTHO# TepanHH MPHBOJAT X ObICTPOH HHBaNHAW3A-
UHH MALHEHTOB, YTO NPOAEMOHCTPHPOBAHO B NPEACTAR/ICH-
HOM KJTHHHYECKOM Cllyyae.m
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