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AHTUdUCHPONUNNAHBIN CUHAPOM
"cuHapom Xblo3a« -

3TO ayTOMMMYHHaA TpomboTuueckana BacKynonaTtusa

KIMHUKO-NabopaTOpPHbIA CMHAPOM, NPOABAEHUAMU KOTOPOro ABAAIOTCA TPOMOO3bI B
BEHaX U apTepUAX pas3/IMiHbIX OPraHOB U TKAHEM, a TaK}Ke nartonorua b6epemeHHOCTH
Ha ¢OoHe Ype3mMepPHOro CMHTEe3a aHTuTen K pocdonnnupam.

AyTOMMMYHHOe 3a60n1eBaHMe HEBOCNAINTE/IbHOIO XapaKTepa
a®J1 y3p0posbix ot 1 oo 12%
Yawie y }KeHLWMUH, Yem Yy My>K4MH (cooTHOweHune 5:1).

Pa3sBuBaetca B cpegHem Bo3pacte (0kono 35 net), HoO moXeT bbITb Aaxke y
HOBOPOXAEHHbDIX



OTKyaa BO3HUKAIOT aHTUTENa?

4 )

HacnepctBeHHOCTb

— y
HLA DRB1*04 (DR4), DRB1*07 (DR7),
DRB1*1301 n mHorune gpyrme

4 )

pebrota cuctemHoOM KpacHoM
BO/IYAaHKU, CUCTEMHOM
CKnepoaepmumn, cuHgpoma LllerpeHa

\___\\\//, A/

A TaK)Ke

npuem HeKOTOpPbIX HEﬁpOI’IenTMKOB, npotusoanNunaenTU4YeCKux
npenapartos U Opa/ibHbIX KOHTPaUENTUBOB.

4 )

UHPEeKUNOHHbIe
3aboneBaHus

—_ y
1. BupycHebie: renatmt C, MHPEKLNN, BbI3BAHHbIE BUPYCOM
AnwTtenHa—bapp, BUY, yntomeranosumpycom,

napsosupycom B19, ageHoBmpycom, Bupycamun Herpes
zoster, KOpW, KPACHYXMW.

2. bakmepuanvHbie: nenpa, Tybepkynes n 3abonesaHus,
BbI3BaHHbIE APYTMMU MUKODAKTEPUAMMK, CAaNbMOHENNESDI,
CTadpUNOKOKKOBbIE, CTPENTOKOKKOBbIE MHPEKLUN,
nmxopagka Q;

3. UHdeKuun, Bbi3BaHHbIE crupoxemamu: cCUPUnc,
nentocnupos, bonesHb Jlanma (Bo3byautens Borrelia

burgdorferi ),

4. MapaszumapHsie: Manapusa, NerlliMmaHnas, TOKCon1asmos.



AHTU®OCPONUNUAHBIA CUHAPOM:

1. NEPBUYHbIN
2. BTOPVI‘-IHbII/I

AyToMMMyHHble 3a6oneBaHuna (CKB, peBMmaTonaHbIiv apTPUT, CKAepoaepmusn)
3n10KayecTBeHHble HOBOOOpa3oBaHUA

MeankameHTO3HO 06yCN0OB/IEHHDbIU

NHPeKunoHHble 3abonesBaHus

MNo3gHue cTagum no4Ye4yHOM HeAO0CTaTOMHOCTH

3. KATACTPOOUYECKUU

masAxM<esn020 me4yeHus ¢ pazsumuem Mysbmuop2aHHO20
mpombo3a, CINOH, Ha pore 8bICOKO20 mumpa aP/1



MKB-10

D89.9 HapywieHue, BoBNeKalowee MMMYHHbIN
MeXaHU3M, HeyTOYHEHHOe



CneKtp aHTUdOoCchoOnUNUAHbIX aHTUTEN,
obHapyKusaembix B KpoBU 60abHbIX APC

BosyaHOUYHbIN aHTUKOArynaHT (Hopma ot 0,8 a0 1,2 yc/oBHbIX eANHUL,)

AHTUTEeNa K KapamonunuHy (Hopma: IgG - meHee 19 ME/mn; IgM - meHee
10 ME/mn)

AHTU- B2 rnuKonpoTewnH |

AHTUTENa K $paKTOpy aKTUBaLUUM TpombOLMTOB

AHTUTENa a apyrum pochonmnua-cesasbiBatoimm benkam (APA, aM?3)
AHTUTENA K NPOTPOMOUHY

AHTUTENna KV n X paktopam cBepTbIBaHMA

AHTUTENa K benky C

AHTUTENA K benky S

AHTUTENa pocdonmnase A2



KnnHuyeckue npoasaeHna aHtudochoamnuaHoro CMHAPOMaA

Yacrbie (> 20% cnyyaes)

e BeHO3HaA Tpomboambonus

e TpombouutoneHus

* BbiKMAabiw unu notepa naoaa

® MHCYNbT UM TPAH3UTOPHAA ULLEMUYECKan
aTtaKa

* MurpeHb

e CeTyaTtoe nnBeno

MeHee pacnpocTtpaHeHHbiU (10-20% cnyyaes)

HeobbluHoe (<10% cnyyaes)

e bonesHb cepaua

¢ [Ipeaknamncma UNU 3KNaMNCUA
¢ [lpexkaeBpemeHHble poabl

* [emonnTUYECKana aHemMuA

e MwwemunyecKkana 6onesHb cepagua

® dnunencus

e Cocyamucrtaa gemeHuuma

e Xopen

® Tpom603 ceTyaTku Uan BeHbl
e Amaurosis fugax

¢ JleroyHasa rMNepPToHuUA

¢ A3Bbl HOT

e [aHrpeHa

e OCcTeoHeKpos3

e Hepponatua APC

¢ Me3eHTepuanbHaAa UeMmuna

Peakuit (<1% cny4yaeB)

e KpoBousnnaHme HagnNo4Ye4yHNKOB
¢ [lonepeyHblt MUennT
e cuHapom bapa-Knapu

Ruiz-Irastorza G, Crowther M, Branch W, Khamashta MA. Antiphospholipid syndrome. Lancet. 2010;376:1498-1509
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MexxayHapoaHble Kputepuun ADC:

CuHapom aHTUdochonunuaHbix auturen (APC) npucyrcrsyert, ecam cobatoaeH
XoTa 6bl OANH N3 KIMHUYECKUX KpUTEpPMEB U OAUH U3 1abopPaTOpPHbIX
KpUTepues:

Miyakis S et al. ) Thromb Haemost. 2006 Feb;4(2):295-306.



KanHuyeckue Kputepuu.

1. Cocyaucrtbiv Tpomb603:
OAVH AN HECKOIbKO K/IMHUYECKUX 3Nn30[08 apTepuaibHOro, BEHO3HOro Uan manoro Tpombo3a cocynos B
no6bon TKaHu nnm opraHe. Tpomb603 JONKEH NOATBEPXKAATLCA 0OBEKTUBHBIMU NPOBEPEHHbIMU KPUTEPUAMMU
(T.e. OgHO3HaUYHbIMM pe3ybTaTaMM COOTBETCTBYIOLLUX UCCNeA0BaHUN U306paXKeHUU Nan rMcTonaTonornm).
ANA rmnctonatonornvyeckoro NoaTeepXaeHua Tpomb603 He J01KHO 6bITb ABHbIX MPU3HAKOB BOCNaieHUA B
CTEHKe cocyaa.

2. 3aboneBaHuA, accouuUpoBaHHble ¢ 6epeMeHHOCTbIO:

(a) OgHa nnu HeckoNbKO HEOb6BACHUMbBIX cMmepTen MOpPdOIOrMYecKM HOPMaZIbHOTO N10A4a Ha uan 3a 10-1
Hepenb 6epemeHHOCTU, C HOpMmanbHOU mopdonornen nnoga, 3aperucTPUPOBAHHOMN YIbTPA3BYKOM UN
nyrem npamoro obcneposaHua naoaa, Uam
(b) OanH K HecKoNbKO NpeXKaeBpeMeHHbIX Poa0B MOPEPONOrMiecku HOPpMaJZibHOro HOBOPOXKAEHHOTO A0
34- Hepenn 6epemeHHOCTU U3-3a:

(i) aknamncua wau TaXxKenou npesknamncum, onpeaesieHHasa B COOTBETCTBUM CO CTaHAAPTHbIMMU

KpUTepmamm, unu

(ii) poKasaHHbIE NPU3HAKKM NN1aUEHTAPHOU HEAOCTAaTOYHOCTHU - UK
(c) Tpu nnm 6onee HeoH6BACHMMDBIX NOCNEeAOBaTENbHDbIX CMOHTAHHbIX abopTos Ao 10-¥ Hepenu 6epemeHHOCTH,
C aHaTOMUYECKUMU U TOPMOHA/IbHbIMU aHOMAZIMAMU MATEPU, A TaKXKe OTLLOBCKUMU U MAaTEPUHCKUMMU
XPOMOCOMHbIMU MPUYUHAMMU.

Miyakis S et al. ) Thromb Haemost. 2006 Feb;4(2):295-306.



JlabopaTtopHble KpUtepum:

1. BonyaHO4YHbIM aHTUKOArynaHT (LA), BbiIsBAEHHbIN B naa3me, ABa uam 6onee pas, no
KpanHeu mepe, 3a 12 Hepgenb, 06HapyKeH B COOTBETCTBUMU C PYKOBOAALLMMMU NPUHLUNAMMU
MexayHapoaHoro obuwecrsa no Tpom603y U remocrasy.

2. AHTuKapauonunuHosbie (aCL) aHTuTena Knaccos IgG n / unu IgM B cbiBOpOTKEe UK
naasme, NPUCYTCTBYIOLLEE B cpeaHem uamu Bbicokom Tutpe (T1.e.> 40 GPL uan MPL, uan >
99-1 npoueHTUNb), No ABa uau 6osee pasa, No meHbllen mepe Yepes3 12 Heaenb Kpome
TOro, UsmepaeTca craHgapTusosaHHbIM ELISA.

3. AHtuTena npotus b2 rnukonporemnHa-1 knaccos IgG u / uam IgM B cbiBOpOTKe UK Na3me
(B TMTPE > 99-11 NpoLEHTU/Ib), NPUCYTCTBYIOLEE B ABYX UK Bonee cnyyaax, no MeHbLUEN
mepe 3a 12 Hegenb, U3MepeHHoe cTaHaapTu3oBaHHbIM ELISA, cornacHO peKomeHayembim

npoueaypam.

Miyakis S et al. ) Thromb Haemost. 2006 Feb;4(2):295-306.



OcobeHHOCTU nabopaTopHbIX TecToB Ha ADC:

AHaNU3 KPOBU HA BO/IYAHOYHbIW aHTUKOATYNAHT BbINONHATb
BECCMbIC/IEHO, ecnm naumeHT NnpUHMMAET aHTUKOArynaHTbl!

B octpom nepmuoae nMHCyNbTa MOXKeET b6biTb HOPMa/iIbHbIW
NoKasaTe/ib aHTUKapAUOIMMUHOBbIX QHTUTEN1 U aHTUTE/ NPOTUB
b2 rnukonportenHa-1, uto accoummnpoBaHo ¢ 3pPpeKkTom
«noTtpebaeHua» nx B fpomboTHMUECKOM npouecce.

Ona noarsepXaeHna nabopatopHbIX Kputepmnes Heobxoammo
ABYKpaTHOE NoATBepXAeHne pe3ynbTaTtoB nccieaoBaHum C
UHTEepBanom He meHee 12 Hegenb (3 mecaua).

Ona APC TunuyHa TpombouutToneHums.
Mo3KeT bbITb N0XKHONONOXUTENbHAA peaKkuua BaccepmaHa.



MOPAXEHUE KOXMU:

CetuaTtoe nmBepo (cocyoucmas cemoyKa 6 sude CUHesamabix
MAMeH Ha 20/eHAX, cmynHAxX, 6edpax, KUucmsax)

MoBepXHOCTHaA CbiNb B BUAE TOUYEYHbIX remopparum
HeKpo3 KoKW AUCTaNIbHbIX OTAE/10B HUXKHUX KOHEUYHOCTEeMH
Tpoduueckue A3Bbl HUXKHUX KOHEUYHOCTEN

KpoBoun3snnaHua B nogHorreBoe NoXe (CMMNTOM «3aHO3bl»)



[Mopa)eHue cepAeyYHO-COCYAUCTON CUCTEMDbI

Tpomb603 KOpOHapPHbLIX apTepun n passutne nHpapKTa MMoKapaa

OCTpbIK AN XPOHUYECKMI TPOMDBO3 MeNKMX MHTPaMypa/ibHbIX BETBEU
KOPOHAPHDbIX apTepm‘zi N HapyweHue coKpamum. hyHKUUU MUoKapoda

lNopaXkeHue KnanaHoB cepAaua
dopmunposaHue BHyTpunpeacepaHbiX Toombé6osB

ApTepuanbHana runepreHsua (nabunbHaa uam ctabunbHas),
obycnosneHHas mMpomb0o3om noyeyHoix cocyoos, UHPAPKMOM MOoYeK,
mpombosom bprowiHO20 omaoesna aopmbi, UHMPA210MeEPYNAPHLIM
mpomb0o30m noyek, pazsumuem hubpomoiwievyHol oucnaa3uu NoYe4yHoix
apmepuli



MOPAXEHUE NETKUX

* TpomboamboUKU NerouHoun apTepumn.

* TpomboTuuecKana neroyHas runepreH3sna, obycnosneHHas
MEeCTHbIM TPOM6030M N1eroYHbIX COCYAO0B.



HeBposiornyeckme nposBAeHNA HENLLEMUYECKOTO
XapaKrepa (natoreHes):

* PasBuBatlotca 6onee yem y 40% nayMeHTOB C NOBbILWEHHbIM
vypoBHem aHTUdOoCHONUNUAHDBIX aHTUTEN

* MmoOXKeT 6bITb BbI3BaHO He aHTUdochonnnmnagHbimm
aHTUTEeNaMu, a € 4pyrmmm napannenbHo BbipabaTbiBaeMmbiMMU

aHTUTeNamu Heipocneundunuyeckmnx 6enKoB, TaKUX KaK

— OCHOBHOM 610K MUEeNnHa,
— rAnanbHbI GNBPUNNAPHDBIN KUCADbIN 6enok nam
— HeupoHcneundpunuecKana eHonasa u ap.



HeBponornyeckue nposBAeHUA HEULLEMUNYECKOrO
Xapaktepa (KaMHnyeckue ¢popmbl):

* NUAEnTUYECcKue NpunagkKm,

* ronosHaa 6osb (Yalle BCero No TMNy MUrpeHu),

* Xxopes#,

°* CMHAPOM, UMUTUPYIOLWUUN PacCeAHHbIU CKepos,
* Hesponatua (B TOM Yncne 3puUTENbLHOrO HEpPBa),

* HEeKOoTopble gpyrne paccTtpomcraea
— OCTpPbIN NCUXO03,
— CUMHAPOM MUACTEHUMNU,
\ — MNapKUHCOHU3M. |

|

CywecTsyeT MHEHME, YTO BCeX NALUEHTOB C MUIPEHbLIO U MHCYNbLTOM A0 50 neT cheayert o6¢cnepoBatb Ha APC




Ha yto cheayet obpatutb BHMMaHue!

* Het cemeMHOro aHamHesa MUrpeHMu.

 Hannuue gpyrux npoasneHnn APC (cetuatoe nuseno,
naronorna 6epemeHHOCTH),

OcTanbHble HeBPONOrMYeCKue NPoAaBAeHUA ABNAIOTCA
HecneuyndpmyecKkMmm.

HapasHe ¢ neueHune APC cnepyet neunTtb camy rosioBHyto 6onb
(CUO3CH, CMO3C un TUA)



AnddepeHumanbHbin agnarHo3 APC




Ana APC xapaKTepHO coyeTaHue ¢ gpyrumm paktopamm pUcCKa
(CaxapHbi aguabert, aptepuanbHan rMnepTeH3sua u
aTepoCcKnepos).

[aHHble paKTOopbl CNOCO6CTBYIOT NOABAEHUIO
HeBposoruyecknx cumnromos APC.



OcobeHHOCTU UHCYnbTOB Npu APC:

MoryT 6bITb B 1to6om baccerHe, HO Yalle Bcero 3aTparnBaert baccemH
CMA,

MoryT 6biTb Kak TUA U Mmanbie MHCYAbTbI, TaK U 6oablUNE UHCYNbTDI,
CKNOHHOCTb K peunanBmMpoBaHHOKO UHCY/bTA,

HeKoTopble HapyLweHUA MO3roBoro KposoobpauwieHna nportekator 6es3
CMMNTOMOB M OKA3blBAlOTCA CZIY4aMHOU HAXOAKOU NPU MAarHUTHO-
pe3oHaHCHOU Tomorpadumn.

O6bIuHO UHCY/1bTbl BOCCTAHAB/INBAIKOTCA XOPOLUO.

PeunausupyioLime MHCYNbTbl NPUBOAAT K Pa3BUTUIO MYIbTUMHPAPKTHOM
AeMEeHLUW.



OCHOBHOU MeXaHU3M Pa3BUTUA UHCYNbTA:

e Tpomb603 Ha mecTe - aTepoTPOMbOTUUECKUMN
natoreHeTUYECKMN BapUaHT,

 Kapanoambonuueckun?
* Apetpuo-aptepuanbHan améonuna?

Hanuume atepockneposa, caxapHoro guaberta u HapyweHumn
pUTMa cepaua He ucknrovaetr APC.



OunarHoctnka APC y naumMeHToB C UHCYIbTOM:

Bonblioe 3HaueHne nmeet Haanume CUCTEMHbIX HapyLleHUn —
XoTAa 6bl OAHO:

e 73% - HeBblIHaWWMBaHNe bepemeHHOCTH,
* 29% - nepudepuyecKkmne BeHO3Hble TPOM603bl,
* 31% - UBC.

85% - Habnoaanncb JoNOAHUTE/IbHbIE CUMNTOMbI — INBEAO,
MUIPEeHU, Xxopes, anuaencusa u Ap.
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life is why~

* PyTUHHOEe nccneposaHue Ha aHTUdochonmnuaHble aHTUTeNa
He peKomMmeHAOBaHO ANA NAUUEHTOB C MHcynbTamu U TUA, y
KOTOPbIX HET KAnHn4YecKkux npoasneHnmn A®C u KTo nmeert
a/ibTepHAaTUBHbIE 06bACHEHNA NPUYUH UHCYNIbTA
(aTepocKknepos, KapoTuaHble CTEHO3bl U/IU MepLaTe/IbHaA
aputmus) (Class lll; Level of Evidence C),

Kernan W.N. et al. Stroke. 2014 Jul;45(7):2160-236.



CnHgpom CHeanoOHa

* BK/1IOYAET coueTaHue uepebpoBacKyNApPHbIX HAPYLUEHUU U
pacnpoCcTpaHEHHOro nuseao.

* yallie pa3BMBaeTCA Y XEeHLMH U HAYMHaeTca B MOJ1I040M UAU
AaXKe AeTCKOM Bo3pacTre.

°* HeBOCNAa/UTE/IbHOE MOpPaXKeHUe apTepmmn HeboNbLLOTO U
cpeaHero guameTtpa, Tpombbl B npocseTe cocyaoB

* ¥ 3TUX nauueHToB nmeertca bonee taxkenoe Te4eHUe MHCYNbTA.
* KnmHnyeckana KapTtuHa cosnapaet ¢ nepsudHbim APC

* aHTUKapPAUNOIMNNHOBbIE aHTUTENa U aHTUTeNa NpoTus b2
MUMKonpoTeuHa-1 BbiABAAoTCA TONbKO Y 50%.
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CEREBRO-VASCULAR LESIONS AND LIVEDO RETICULARIS
I. B. SNEDDON. {
Rupert Hallam Department of Dermatology, Royal Infirmary, Sheffield.
Tae physical sign livedo reticularis is caused by capillary stasis in areas of
skin furthest from the cutaneous arteriolar supplyv. In the type known as cutis
marmorata, due to the effect of cold on normal blood vessels. the network of
bluish discoloration is continuous but transient, as it disappears when the skin is 1
warmed.
A broken livedo which is present even in warm surroundings denotes more
permanent damage to skin arterioles. Though originally deseribed in syphilis
}I and tuberculosis, in recent years it has been increasingly recognized as a skin
g manifestatiou of polyarteritis nodosa but it is then usually accompanied by
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EcTb MHeHue, uTo K cuHapomy CHeaa0Ha ceayeT OTHOCUTD
NauMeHTOoB C OTpUL,aTe/IbHbIMU pe3y/bTaTaMu aHa/IM30B Ha
aHTUKapPAMOUNUHOBDbIE aHTUTENIa U aHTUTena NpoTus b2
rMMKonpoTeuHa-1 BbiABAAIOTCA, BONYAHOUYHbIM aHTUKOAryAsAHT.

Tepanua cuHapoma CHepgaoHa u ADC cosnagaer.



o

KAnHu4yeckue peKkomeHaauuum no 1e4YeHuto American & American
Heart | Stroke

TM A “ "AH Cyn bTOB I p 7| A(DC: Association ‘ Association .

life is why~

* lnAa nayueHToB C uwemmyecKkum nHcynbtom nnu TUA, y KOTopbix ecTtb
aHTUdochonunnUaHbIe aHTUTENA, HO KOTOPbIe He COOTBETCTBYIOT NMOJIHbIM KPUTEPUAM
ana A®C pekomeHayeTca aHTuarperaHtHasa tepanua (Class I; Level of Evidence B),

* AlnAa naymMeHTOB C uWeMmu4yecKum uHcynbtom nnm TUA, KoTtopble COOTBETCTBYIOT
Kputepuam APC, aHTUKOAryNAaHTHaAA TepanmMa MOXeT pacCMaTpPpUBaTbCA B
3aBUCUMOCTU OT BOCNPUATUA PUCKA NOBTOPHbIX TPOMBOTUUYECKNX COObITHIA K
KposoTteueHus (Class llb; Level of Evidence C).

* AnAa nayueHToB C uWemMmmnyeCKMm nHcynbtom nnn TUA, KoTopble COOTBETCTBYIOT

Kputepuam APC, HO y KOTOPbIX aHTUKOAryIAHTHaA TepanuA He Hayanacb, NOKa3aHa
aHTUarperaHTHasa Tepanua.

Kernan W.N. et al. Stroke. 2014 Jul;45(7):2160-236.



3aKkn4yeHue:

ADC asnaerca pacnpocTpaHeHHOU NPUYNHON UHCYNIbTA Y MONOAbIX NAaLUEeHTOB.
UmeeTca runoguarHoCTMKa aaHHoro coctoaHua B CaHKT-MNMeTtepbypre n B Poccumn.

Ana noarsepXaeHUA N1abopaTopHbIX KpUTepmues cneayeT NoNAYyYNTb NONOXKUTENbHbIN
pe3ynbraT 1abopaToOpPHbIX TECTOB HE MEeHee YeMm C UHTepBaziom 3 mecaua.

HeT cmbicna BbINONHATL UccaeaoBaHMe Ha BOMYAHOUYHbIMA aHTUKOAryASiHT eC/1M NauyueHT
npUHMMaeT Ntobble aHTUKOArynAaHTbI.

Ana APC peKomeHAyeTCA aHTUArperaHTHaA Tepanus.

AHTUKOArynaHTHaA TepanmMa MoXXeT pacCMaTpmuBaTbCA B 3aBUCMMOCTU OT BOCNPUATUA
PUCKA MOBTOPHbIX TPOMOOTHUUECKNX COOBITUN N KPOBOTEUEHMUA.

PyTUHHOe uccnepgoBaHue Ha aHTUPochoNUNUAaHbIE aHTUTE/IA He PEeKOMEeHA0BaHO ANA
NauueHToB C UHCcyNAbTamun n TUA, y KOTOPbIX HET KAIMHUYeCcKux nposasneHmnit A®C u Kto
UMeeT a/ibTepHaTUBHbIE 06 BACHEHUA NPUUYUH UHCYAIbTA.



