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AHTUdOChoONNNUAHDBIN CUHAPOM

- CUCTEMHbIW ayTOMMMYHHbIA CUHAPOM, B OCHOBE KOTOPOro NIeXUT
obpa3oBaHue ayToOaHTUTEN K LULMPOKO PacnpoCcTpaHEeHHbIM B OpraHM3me
dochonunuagHbIiMm AeTepmrUHaHTaM MeMOpPaH KNeTOK Unu

dochonnnmnacsasbiBalowmMm 6enkam Kposu, KANHUYECKH
NPoABAAIOLLMIACA pa3BUTUEM TPOMO030B U/UKN aKyLLEepPCKOM
NaToNOr1M.

ADC — mogenb ayTOMMMYHHOro Tpomb03a.

antibody



AHTndochonunuagHoi cuHgpom (ADPC)

- ¥ 5-15% nauyueHtos ¢ nepsuyHbim ADC B TeueHue 10 ner
3aboneBaHunna passusaerca CKB

- Y 3-50 % nauueHTos ¢ CKB pa3susaerca ADC B TeyeHue
10 net 3abonesaHusn

Shah NM, Kamashta MA. Lupus.1998;7(1):3-6

Giles I, Rahman A. Best Pract Res Clin Rheumatol.2009;23(4):525-37
Gomez-Puerta JA, et al. Medicine (Baltimore). 2005; 84(4):225-30
CepenaBkuna H.B., Pemetnsax T.M., 2015




TPOMBODPUNITUNA

Poccumnckue KnmHnyeckue peKkomeHgauunum no AnNarHoCtmkKe, ne4yeHuio

U NpodUNaKTMKe BEHO3HbIX TPOMO0IMbONNYECKUX OCNOXKHEHN N
(Accounauua pnebonoros Poccumn, Accoumaums cepaedyHo-cocyancTbiX XMPYypros
Poccuu, Bcepoccmnimckoe obLecTBo xmpypros, PoccMmckoe Hay4yHOe MeaNLMHCKOE

obuecTso TepanesTos, O6LLECTBO CNEeLMaancToB NO HEOTNIOXKHOM KapAMON0rnuy,
20.05.2015r.):

Tabanua 2. PacnpocTpaHeHHOCTb reMaToreHHbIX TpomboduAMii 1 cBsi3aHHbIA ¢ HUMU puck BT20

= PacnipoctpaneHHocTb, %
Tpombodmans

OTHOCUTEILHBIN PHCK

B MOTYJISI1THN y 6oabHbIX ¢ BTD0
HNeduuut antutpoMOonHa 0,07—0,16 1—3 20
Hedunnt nporenna C 0.2—0.4 3—5 10
HNeduuut npoteuHa S 0,03—0,13 1,5 10
Jleitnenckas mytaums V paktopa cBepThIBaHUS KPOBU 3—I15 20 5
[MosbieHne yposHs daxkropa cseprbiBaHust kposu VIII 11 25 5
MyTauusg nporpombuna G20210A 1—2 4—7 2—3
F!lnepro.\xouncn‘an.\nm| 5 10 2,5

HTHGDOCHOMMINAHBIT CHHIPOM > 0,2 3.1 2




TPOMBODPUNITUNA

CHEST

ANTITHROMBOTIC THERAPY AND PREVENTION OF THROMBOSIS, 9TH ED: ACCP GUIDELINES

- Factor V Leiden(R506Q) mutation

(average population prevalence, 5%; RR of a first venous thrombosis, compared with the
general population, 5-7)

- Prothrombin gene (G20210A) mutation (2%; RR, 2-3)
- Antithrombin deficiency (0.04%; RR 15-20)

- Protein C deficiency (0.3%; RR, 15-20)

- Protein S deficiency (0.3%; RR, 15-20).

- Acquired thrombophilic conditions include antiphospholipid

antibodies (APLA) (1%-5.6%; RR, 3-10), which may be associated with both venous
and arterial thrombosis.



['pynnbl pucka BT3O B xupyprum

Cencuc

Hannune BepudpunumposaHHoi Tpombopunnmn

bonbwue onepaunmn y nauneHTos ctapwe 60 net

bonblwue onepauun y naymeHtos 40-60 net, merowmnx 40NOAHUTENIbHbIE
dakTopbl pucka BTI0 (BT20 B aHamHese, pak, Tpomboduamnm u np.)

dHaonpoTe3npoBaHue TazobeapeHHOro U KONEHHOro CyCTaBoB.,

Bbicokumn onepauun npu nepenomax beapa
PUCK Taxenaa n coyetaHHaAa TpaBma, NOBPEXAEHUA CMMHHOIO MO3ra
Oxoru nnowaabto 6onee 20% NnoBepxHOCTM TeNa
OcnoxXHeHunA oxkoroson 6onesHu
TepmouHranaymoHHaa tTpasma lll ctreneHu
XUMNO-, PEHTIEHO- UM pagmoTepanua y OHKONOMMYEeCKMUX NALMEHTOB
Nwemmnyeckmim MHCYNbT C Napasinyom
OcTpoe 3abonesaHue nerkux c AH, Tpebytouwiee UBJI

Bo Bcex crnyyaax onacHoctb BTOO yBenunuusaeTcs npm Hannymm
OOMOSTHUTENbHbLIX (0AaKTOPOB puUcka

Poccuickme KInmHn4Yeckne pekoMmeHgauum no guarHocTtuke, npodunaktmke un nedexHmo BT30,
ToM 9, Bbinyck 2, Ne4, 2015r.



OueHKa pucka BT90 y xupyprmyeckux nauumeHTOB

«lLUKana KanpuHu»

Table T—Caprini Risk Assessment Model

1 Point 2 Points 3 Points 5 Points

Age 41-60 y Age 61-T4y Age =T5y Stroke (<1 mo)

Minor surgery Arthroscopic surgery History of VTE Elective arthroplasty

BMI > 25 kg/m? Major open surgery (> 45 min) Family history of VTE Hip, pelvis, or leg fracture

Swollen legs Laparoscopic surgery Factor V Leiden Acute spinal cord injury
(> 45 min) (<1 mo)

Varicose veins Malignancy Prothromhin 209104

Pregnancy or postpartum Confined to bed (>72 h) ﬂ,upus anticoagulant \

History of unexplained or recurrent Immobilizing plaster cast wu‘diolipin antibody

spontaneous abortion

Oral contraceptives or hormone Central venous access Elevated serum homocysteine
replacement

Sepsis (< 1 mo) Hel)aﬁn—induced thromb()cxtopenia

Serious lung disease, including Other congenital or acquired
pneumonia (< 1 mo) thrombophilia

Abnormal pulmonary function

Acute myocardial infarction

Congestive heart failure (<< 1 mo)

History of inflammatory bowel disease

®

Medical patient at bed rest

Prevention of VTE in Nonorthopedic Surgical Patients / )
Antithrombotic Therapy and Prevention of Thrombosis, 9th ed: American College of Chest Physicians
Evidence-Based Clinical Practice Guidelines. CHEST 2012; 141(2)(Suppl): e227S—-e277S




OueHKa pUCKa BEHO3HbIX TPOM603MbonnUyecKux
OC/NI0}KHEHUM Y HEeXUPYPruuecKMx 60sbHbIX

3aboneBaHuUa U COCTOAHUA Bannbi

* ULWEeMUYEeCKUMn MHCYANbT C Napaanyom }

|
* ocTpoe 3abonesaHue nerkux ¢ UBJ 3 3

BbicoKum
PUCK

e XCH llI—IV ¢yHKUMOHanbHOro Knacca no NYHA 2

* ocTpoe 3abonesaHue nerkmnx 6es UBJ1 2
* cencuc

* nHpekumna/ocTpoe BocnaneHue + nocTeNbHbIN PEXUM

. Huskun

pUCK
® MHd)eKLLMﬂ/OCTpoe BocnaneHue 6e3 nocTenbHoro pexunuma | 0 I
¢ KaTeTep B u,eHTpaanoﬁ BEeHe 0 1 2 3

® OTCYTCTBYIOT } 0 ﬁ

Mpeapacnonaraoume GakTopbl

B * Avipparauma B e ospact 65 nert N e TpomBochunua k
® nonuuuTeMus/TpombounToa o GepeMeHHOCT s BTS0 8 anancse
? >_ 0 ® Bapmfos '{eH HIDIHIX KOHEUHOCTe! > 1 ® OpanbHble KOHTPauenTUBeb! >_ 2 | ® aKTmeHbid pak >
5 e ceMenHbin aHamHes BT30 ® HEdPOTUYECKMIA CUHAPOM ® = 3 chakTopoB KaTeropum 1
AL & ::g:ﬁ:g:::,?e R ® = 3 chakTopoB KaTeropuu 2
~ i ~ e = 2 chaktopos kaTeropun 1 7 =

Poccuickne KnMHnYeckne pekomeHaaumm no aguarHocTuke, npodmnaktuke n nevexdmio BT30 2010, 2012.




OueHKa pucka BT20 y rocnutanmsmpoBaHHbIX
Hexupypruueckux naumenrtos (ACCP 2012r.)

daKTop pUCKa bannbi
AKTUBHbDbIU paK 3
(noKanbHble MK oTAaNeHHble meTacTasbl U/uan
Monyyatowme XMMno- UK pagnoTepanuio B NpeaLiectsyowye 6 mecaues)
BTa B a H a M H e3e (Kpome TpoMoNEBUTOB NOAKOMKHBIX BEH) 3
OrpaHnyeHne NOABUIKHOCTM (e ueuce 3 avein 3
Tpombodunus 3
(aedrumT aHTUTPpOMBUHA, NpoTenHos C, S, myTauus B reHe ¢.V JlengeH, npoTpombuHa G20210A,
aHTUdochonnnUaHbIA CUHAPOM)
HepasHAa TpaBma n/unm onepauyuma )
(3a nocnegHuii mecauy)
nO)Kl/ll'lOi;l BO3paCT (70 net u cTapwe) 1
CepaeyHan unu abixate/ibHasa HeA40CTaTOYHOCTb 1
OcTpbiv MHPAPKT MUOKapAa NN NLLEMUNYECKUU UHCYNIbT 1
Octpas nHdpekuusa u/mnm peematnyecKoe sabonesaHume 1
OXXuUpeHHne ywr:) 1
MpoponKaowanaca Tepanua NOJ0BbIMY FOPMOHAMM 1

<4 6annos -
HU3KNUI PUCK
BT20

>4 6annos —
BbICOKUM
puck BT20

Barbar S. et al . A risk
assessment model for the
identification of hospitalized
medical patients at risk for
venous thromboembolism:
the Padua Prediction Score.
J Thromb Haemost .2010;
8(11): 2450 — 2457.



OueHka pucka BT90 Bo Bpemsa poaos U B NOC1epoaoBOM nepuoae
(Knunnueckuit npotokon Munsgpasa PP Ne 15-4/10/2-3792 ot 27.05.2014)

Mpodunaktnka BTI0 npu Hannumm tpombodpunumn nnm BTI0 B aHamHese

Puck

AHamHe3

PekomeHpaoBaHO

OuyeHb BbICOKUM

NepeHeceHHOe paHee BTI0 Ha ¢poHe anutenbHoOro
npuema BapdapuHa.
Dedvuunt aHtuTpombmHa lli,
A®DC c BT30 B aHamHese

Bo Bpema 6epemeHHocTn HMIT B
TepanesTUYECKUX A03aX.
B nochepopgosom nepuope — He meHee 6
Hepgenb HMT nnm BapdpapuH B
TepaneBTUYECKUX A03aX

BbicoKkuu

MHorokpaTtHble BT90 B aHamHe3e
OpHoKpatHoe BT90 B aHamHe3e 6e3
YCTaHOB/IEHHOTO paKTOpa pUCKa
BT90 B aHamHe3e nNpu Hannuum Tpombodpunnmn
BT20 B aHamHe3e + cemeiHblh aHamHe3 BTI0
BeccumnTomHaa Tpomb6oduana BbICOKOro pucka

Bo Bpemsa 6epemeHHOCTU U B TeueHue 6
HeAenb NOCNepPOoA0BOro nepuoaa Ha3HAuYUTb
HMT B npodunakruueckux gosax

MpomeXKyToUHbIN

OpHokpaTHoe BT90 B aHamHe3e, cBA3aHHOe C
TPaH3UTOPHbIM (PAKTOPOM PUCKA, KOTOPbIN
OTCYTCTBYET B HacToslee Bpems, 6e3
TpoMmbodpunumn, cemeitHOro aHamHesa Uau ApPyrux
dakTopoB pUcka.
BeccmmntomHan Tpombodpunusa
(3a ucknroueHnem Tpomb60PUINU BbICOKOTO PUCKA)

Bo Bpema 6epemMeHHOCTU PYTUHHYIO
npodunaktuky HMI He HasHa4yaTb.

B TeyeHue 7 gHel NocnepoaoBOro nepuoga
(nnn 6 Hegenb Npu HanNNUUK cemeitHoro
aHamHe3a unum apyrux GakTopos pUCKa)

Ha3HauuTb HMTI B npodunaktmueckux ao3sax




OueHka pucka BT30 un npodunaktmka ao poaos (RCOG 20015)

BbICOKMI PUCK

EamHcTBeHHbIV 3nn304 BTI0 B aHamHese, Tpebyet npodpunaktukn HMr
Kpome eguHcTtBeHHOro BT90 nocne 6onblion onepauyumn B TeYeHune Bceu

6epemeHHOCTH

MNocTtynneHue B cTauMoHap

EauHcTBeHHbIV BTI0, pa3suslumniica nocne 6onblion onepauum
N3BecTHaa Tpomboduana BbICOKOro pucka + orcyrcrsme BT30
ConyrtcrBytowue 3aboneBaHusa: pak, XCH, CKB, 6onesHb KpoHa,

HAK, HedpoTnueckmumn cnHgpom, CA | Tvna c HepponaTtmen,
CepnoBUAHO-K/IETOYHAA aHeEMUA

Jllob6oe xupypruueckoe BMeLLaTeIbcTBO (Hanpumep, anneHa3KToMus)
CUHAPOM rMNEPCTUMYNALMUN ANYHUKOB (TONbKO | TpmecTp)

N36biTouHaa macca Tena (UMT > 30 Kr/m?)

Bospacr crapuwe 35 net 4 n 6onee paKTOPOB pUCKa:
3 n 6onee poaos npodunaktuka c | pumectpa
KypeHue _’

BapuKo3Hoe paclumpeHue KpynHbIX BeH 3 dakTopa pucka:
Tekyw,aa npeaknamncus npodunakTuka c 28 Hegenb

Mmmobunusauma (Hanpumep, napannerua)

Tpom603 B cemeMHOM aHaMHe3e: uANoNaTUYECKUN AU NpuU
npueme 3CTPOreHOB Y POACTBEHHUKOB NepBOii IMHUM
Tpombodunua HU3Koro p1cka \‘
MHoronnogHana 6epemeHHOCTb
9KO/BcnomoraTtenbHble penpoayKTUBHbIE TEXHONOMMU

HU3KUN PUCK
AKTMBU3aALUMA U

MpexoaAawme paKTopbl pUcKa: gernapartauma/HeyKpoTumas pBoTa, npepoTBpallieHme
CenTUYeCcKoe COCTOAHUE, ANUTeNbHbIe Nnepee3abl/nepeneTbi aernaparayum
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C HEKpo30m,
paccesHHOU cmewaHHOKAemoYHoU,
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«MnayeHma: sopcuHbl Nnpeumyuw,ecmeeHHo
3pesnble, Yacmb 60PCUH 3aNasHa
¢ubpuHom, uwemu4yeckue UHpaApPKmMol,
mexeopcuHYamoie mpombeol, yyacmku
HeKpo3a.
3aknoyeHue: XpoHuU4YecKas
naayeHMapHas HeAocMamo4YyHoCcmeo,
uwemuveckuli mun»




AHTdochonmnnmnaHbii cuHapom (APC)

JlaHHble NO YaCcToTe BCTPe4YaeMoCT NPOTUBOPEYUBSI

Greaves: 3% nauueHTOB, NnepeHeclunxX nepsbivi anusoa BTI

Lockshin: 20% »eHwWwuH, umeBLUMX NOBTOPHbIE 3NN304,bl BHYTPUYTPOOHOM rmbenun nnopa
3.1% nauuneHTtoB ¢ BT nosutusHbl no J1AK, B cpasHeHum ¢ 0,9% B nonynayuu

de Groot PG et al. Lupus anticoagulants and the risk of a first episode of deep venous thrombosis. ] Thromb Haemost
2005;3:1993-7

17% naumneHTOK C MHCYIbTOM B Bo3pacTte mosoxKe 50 net no3sntusHbl no J1IAK no
cpaBHeHuU1o € 0,7% rpynnbl KOHTPOAA

Urbanus RT et al. Antiphospholipid antibodies and risk of myocardial infarction and ischaemic stroke in young women in the
RATIO study: a case-control study. Lancet Neurol 2009;8:998-1005.

IgG-aK/1 B cbiBOpOTKe 3a0poBbixX Atogeit 0 — 14%, B cpeaHem 2-4% (B BbICOKOM TUTpE
— meHee 0,2%). YactoTta BcTpeyaemocTtu aK/1 yBenmumBaeTca ¢ BO3pacTom

OnacHocTb rmnepanarHoctnkn APC!

BaXKHO YeTKO c/ieg0BaTb AMArHOCTUYECKUM KpUTepmam, cobntogaTb
TEXHUKY onpeaeneHns NabopaTopHbIX NOKasaTesien, NpaBuUabHO

TPAKTOBATb pe3y/ibTaThbl
Pengo V. et al. J Thromb Haemost, 2007; 5: 925-930



AHTUdochonnnnaHbin cuHapom (APC)

B2-rnnkonpoTeuH | - kniouesoii 6enok npu APC
(kodakTOop B3aumogeucrema aHtuten ¢ pochonunngom)

MpoTtenH nnasmbl 200mKr/mn, MM 50kDa

YeTKo ero ¢pyHKUMKM He onuncaHbl ((1968, 2001r. — gepununt
HMUKAK He NPOoABAAACA, 340p0Bble 0cobu (MbiLn))

BepoaTtHaa ¢usmonorunyeckana GyHKUMUA:

LUMPKYIMPYET B Na3mMe ANA yaaneHUs oTpmuaTesibHo
3apAXKEHHOro KnetoyHoro aebpuca (0610MKKN KNETOK,
MUKpoYacTMubl 1 ap.), baktepuin, 6enKkos, nocne
B3aMMOAENCTBMA C KOTOPbIMU U3MEHSAET CBOIO

KOHPOPMaLMIO U CTAHOBUTCA AOCTYMNHbIM AN 8
IMMUHALMNMN KNEeTKaMU UMMYHHOMN CUCTEMBI § ol 3ag
(MoHoumTamm) yepes LRP-peuenTop. g ) —‘;'-E’;~ _fi“—
B2-rnukonpotenH | - KOMNOHEHT BPOXKAEHHOIO = 2q283 )

MMMYHUTETA e

sepsis recovery

deGroot 2011



AHTUdochonmnnmnaHoin cuHapom (APC)

B2-GP | nnazmbl B2-GP | + aHTUTENa K AOMEHY |
(momeH | «3aKpbIT» (Ha ®N1-noBepxHOoCTU AomeH |
ANA aHTUTEN) «OTKPbITY)

Agar et al. 2010
deGroot 2010



AHTUdochonnnnaHbin cuHapom (APC)

CBs3b aHTUTEN K 32-GP | ¢ TPOMBOTUYECKMMWN OCIOXKHEHUSAMM:

- AKTUBaUumA Pa3/IM4HbLIX KZIETOK, Y4aCTBYHOLWUX B remocCtase

(8 nepBylo ouepegb - sSHAOTENMOLUTOB, TPOMOOLUTOB, MOHOLUTOB)

- BanaHue Ha cuctemy npotenHa C, passutue PANC (—>BEeHO3HbIN
Tpomb03)

- AkTuBauua ¢akropa ¢oH BunnebpaHpa
- YcuneHue reHepaumum TpombuHa in vivo

- AKTMBaUmA cUcTemMbl KOMNJIEMEHTA (— HEBbIHALLMBAHUE
bepemeHHOCTH?)

- O6pasoBaHue Komnnaekcos ¢ JIMHM, ateporeHes

- CHUXeHue aKTUBHOCTU aHHeKCuHa Vv DeGroot, 2010r.
u ap. A.H.Mamaes, A.ll.Momor, femoctasmonoruna, 2012r., Ne2, c.17-19



AHTUdochonmnnmnaHoin cuHapom (APC)
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KPUTEPUU ANATHOCTUKH
AHTUPOCPONMUNMNUAHOIO CUHAPOMA (A®DC)

(Ha ocHOBe MexayHapoAHOro cornaleHus Nno ycoBepLleHCTBOBaHUIO
KnaccudunkaumoHHbix kputepmes ADC, pekomeHagauum padboyen rpynnbil
XI MexxpyHapoaHoro KoHrpecca no usy4yeHuto aHtudgochonmnmaHbiX aHTUTen,
CupgHen, ABcTpanus, 14-18 Hoabps 2004r.).)

Miyakis S, Lockshin MD, Atsumi T, Branch DW, Brey RL, Cervera R et al.
International consensus statement on an update of the classification criteria for definite
antiphospholipid syndrome (APS) J Thromb Haemost 2006; 4: 295-306 )

AnarHo3 APC BbicTaBAAETCA NPU HAIMYUN MUHUMYM
OAHOro KIMHMYECKoro n oaHoro nabopatopHoOro Kputepues

[lnarHo3 He BbICTaBAAETCA NPU OAHOBPEMEHHOM HA/IMYMKM NaBOPATOPHbIX U
KNUHUYeckmnx Kputepmnes AOC meHee 12 Hegenb, a TaKXKe B ciy4ae pasHuULbI
MmexXay nx noasneHmem bonee 5 net



KPUTEPUU OUATHOCTUKA
AHTUOOCPONMUNMUOHOIO CUHOPOMA (A®C)

KnuHu4yeckue kpumepuu.

1. Tpomb603bI cocyaoB

OauvH n Bonee aNn3oa4oB apTepuanbHOro, BEHO3HOro Tpombo3sa unmn Tpombo3a MUMKPOCOCYO0B
nobon nokanmsaunn. Tpombo3 AomkeH ObiTb OObLEKTUBHO NOATBEPXKAEH.

B cnyyae ructonatonorn4yeckoro noareBepxaeHns Tpombosa He JOMMKHO ObITb NPU3HAKOB
BOCManeHnsa CoCyauCTON CTEHKU

Hanu4yue 8poxX0eHHbIX urnu rnpuobpemeHHbIX ¢hakmopos pucka mpombo3a (8o3pacm, hbakmopbl pucka
cepdeyHo-cocyducmoul namornoauu (aunepmeH3usi, duabem, auriepxoriecmepuHeMus, KypeHue, nosblilueHHas
macca mena, MUKpoanbObyMUHypusi, CHUXeHue Kiybodykosol unbmpauuu meHee 60 M/MUH., cemelHbIl
aHamHe3), 8pOXOeHHble mpombohuniuu, npuUemM opasrbHbIX KOHMpauenmueos, HegmpomMu4yecKul CUHOPOM,
OHKorio2u4eckas namorsioausi, dnumernbHas uMmobunu3ayusi, Xupypaudeckue eMmewameriscmea) He UCKodaem
Hanu4uss A®C. [lMayueHmbl OOMmMKHbI 6bimb pas3oernieHbl Ha 2 2pynrnbl - [0 Haau4yuko usiu omcymcmeuro
ooronHUmMerbHbIX hakmopog pucka mpombo308 Tpombo3bl NOOKOXKHbLIX BEH HE aABMAAKTCA KpUTEPUEM
ONArHOCTUKU

2. MaTonorna 6epeMeHHOCTHU

- OauH n 6onee cny4yaeB MepTBOPOXKAEHUS MOpdONorMyeckn HopmarsnbsHoro nnoga 10 n
Oonee Hepenb recrauum

- OaunH n 6onee cny4yaeB NpexaeBpeMEHHbIX POAOB 300pOBOro nroga Ao 34 Heagernb
rectaumm BCneacTeme NpeakriaMmncum, aKrnamMmrncum, Hannvmsa npmn3HakoB naTornornm
niaueHTbl

- Tpn n 6onee nocnegoBaTeribHbIX CrydaeB COHTaHHbIX abopToB Ao 10 Hegenb rectauum



KPUTEPUU OUATHOCTUKA
AHTUOOCPONMUNMUOHOIO CUHOPOMA (A®C)

JlabopamopHbie Kpumepuu:

1. Hannuue Jlionyc-aHTUKOArynsaHTa B N1a3me nauueHTa B 2 nnam bonee npobax
C UHTEpPBaNIOM MeXKay uccnegosaHUAMU He meHee 12 Hepenb
[Momnmo ckpuHuHroBbix TectoB (AYTB, NB, kKaonnMHOBOE BpeMs CBEPTbIBAHMS) HEOOXOAMMO:
- UCMOSIb30BaHWE NOATBEPXKOAOLWMX KOArynALuMOHHbLIX TECTOB
- onpegeneHne TpoMOUMHOBOIo BpeMeHW ANs UCKIToYeHna adpdpekTa rernapuHa B obpasLe nnasmbl
naumeHTa.
[OMmKHO NPOBOAUTLCA HE MEHee 2 KoarynauMOHHbIX TECTOB.

[nsa kaxoou na6opaTop|/||/| XeJaTesibHbIM ABIAEeTCA onpegerneHne COBCTBEHHbIX «HOPM»
KOoaryndaumoHHbIX TECTOB, UCMNOJf1ib30OBaHNE HOPMaJIM30BaHHbIX OTHOLLEHMNI (TeCT/KOHTpOJ'Ib).

2. Hannune aHtuten K Kapauonunuuy (aK/) 1IgG n/vam IgM—-130TMNOB B CbIBOPOTKE
WAN NNa3Me NaumeHTa B cpegHem uam Bbicokom tutpe (>40 GPL nam MPL nnn 6onee
99 nepceHTUNEN) € UHTEPBAZIOM MeXAy UCCiefoBaHMAMM He meHee 12 Hepenb
(onpeneneHne NDA)

3. Hannune antuten K B2-GPl IgG n/unm 1IgM—-130TMNOB B CbIBOPOTKE UM Na3Me
nauneHTa B TUTPe bonee 99 NnepceHTUNEN C MHTEPBAZIOM MEXAY NCCNeA0BaHNAMN HE
meHee 12 Hepenb (onpeaenenne NPA)



CocTosaHUA, accoumnpoBaHHblie ¢ ADPC,
He BKJIIOYEeHHble B ANarHoCTUYeCKne Kputepum

(He ece umerom mpombomu4ecKoe nNPoucxoxxoeHue).

KnanaHHas natonorua cepaua, NeroyHan rmunepTeH3us
CeTtyaToe nmBeno, Tpoduyeckme A3Bbl
Tpomboumtonenums (<100*109/n)
Hedponatua

HeBpOI'IOI'VIL-IECKaFI CUMMIMTOMATUKA
(TPaH3UTOPHbIE NLIEMUYECKNE aTaKU, UHCYNbTbI
xopes, nonepeyHbin mmenut, cuHapom CHegaoHa (nnseno + TUA, nHcynbTbl))

AHTUTEeNa K KapanonnnuHy Knacca IgA

AHTUTEena K B2-GPIl knacca IgA

AHTUTENA K NPOTPOMOUHY, dochaTnanACePUHY,
dochaTnamnnsaTaHoIaMUHY,
aHHeKcuHy V, Komnnekcy dochatnamacepuH-npoTpomonH




CocTosaHUA, accoumnpoBaHHblie ¢ ADPC,
He BKJIIOYEeHHble B ANarHoCTUYeCKne Kputepum

(He ece umerom mpombomu4ecKoe nNPoucxoxxoeHue).
KnanaHHaA naTosiorua cepaua, 1erodHad runeprTteH3nAa
Cetuatoe nmBeo, TpoPpmnyecKkue A3Bbl
TpomboumtoneHua (<100*109/n)
Hedponartua

HEBpO!’IOI’M‘—IECKaFI CUMMTOMATUKA
(TpaH3UTOPHbIE NLIEMUYECKNE aTaKU, UHCYNbTbI
xopes, nonepeyHbin mmenut, cuHapom CHepaoHa (nnseno + TUA, nHcynbTbl))

KnnHunyeckana TpaKkToBKa:
«MpeAPC» nnn «BepoatHbin AOC»

PeweTtHak T.M. AHTudochonmnUAHbIN CUHAPOM. B KH. «KnnHn4yeckme
NIeKUMM No peBmaTtoaormm» nopa peaakumen B.B.bagokmHa. M.:
P0TAP-Meauna, 20011; 536.



Hanbonee yacto Tpomb03bl pa3BmuBatoTca y
NaLMEHTOB, B KPOBU KOTOPbIX MPUCYTCTBYIOT

Bce 3 rpynnbl aHTUPOoCcHONUNUAHDBIX AHTUTEN,

OTHOCALLMXCA K KpUTepmuam amarHoctukm APC
— BO/IMAHOYHbIN QHTUKOArYyAAHT,

aHTUTEeNa K Kapanoamnnmnuy u
aHTuTena K B2-MM1 knaccos G u M.



«TponHaa» no3mntneHocTtb (/1AK, Bbicokue TUTpbl aCL n ab?2-
GPI) koppenunpyet c Tpombo3amu (OR 33.3) u natonormen
6epemenHHocTn (OR 16-34,4)8 ropa3go 60s1ee BbICOKOM
CTEeNEeHU, Yem ABOWNHAA MO3UTUBHOCTb UM NO3UTUBHOCTL MO
OAHOMY M3 UMMYHOJIOTMYECKUX GaKTOpOB

Yawe Bcero «tpomHaa» A®/1-no3MTUBHOCTbL 0OyCNOB/IEHA
IgG K anutony Gly40-Arg43 nepsoro gomeHa b2-GPI,

KOTOPbIM N NAEHTUPULMPYETCA B TPEX PA3NYHbIX TECT-
cucTemax

Galli M. The antiphospholipid triangle. ) Thromb Haemost 2010; 8: 234-6.

Pengo V, Biasiolo A, Pegoraro C, Cucchini U, Noventa F. Antibody profiles for the diagnosis of
antiphospholipid syndrome. Thromb Haemost 2005; 93: 1147-52.

Ruffatti A, Tonello M, Del Ross T, Cavazzana A, Grava C, Noventa F, Tona F, lliceto S, Pengo V.
Antibody profile and clinical course in primary antiphospholipid syndrome with pregnancy
morbidity. Thromb Haemost 2006; 96: 337-41



Ecam y naumnmeHTa ob6HapyKeHbl aHTUTENA K KapAUOJUNUHY U
B2GPI (ogHOro nsotmnna) npm oTcyTcTBUMN BOTMAHOUYHOIO
AHTUKOQATrYAAHTA, TO TUTP NATOreHHbIX aYyTOAHTUTEN MOXKET
ObITb HecyuwlecTBeHHbIM ana peHomeHa J1AK.

Takmne naumeHTbl OTHOCATCA K rpynne HU3KOro pucka (mnm
«BepoaTHoro TpombéoTnyeckoro n/mnm akywepckoro AGC»)
N TPebyloT OCTPOXKHOIrO Ha3HAYEeHUA Tepanmm U TWATENbHOIO
N1abopaTopHOro KOHTPOA... »

«ManoBepoATHbIA TPOMBOTUUYECKUI U/UNKN aKyLLUEePCKUM
ADPC» moxKeT ObITb ANAarHOCTUPOBAH Y NALLMEHTOB C
M30/IMPOBAHHOM NO3UTUBHOCTbIO Mo BA, aK/T1 unmn antn-p2GPI
1 C JOKa3aHHbIM BEHO3HbIM/apTepuasibHbiM TPOMbHO30M
n/Mnun notepen nnoaa

Pengo V et al. Clinical course of high-risk patients diagnosed with antiphospholipid syndrome.
J Thromb Haemost 2010; 8: 237-42.



Table 4: Antiphospholipid antibody profiles as risk factors of thrombosis*.

Lupus anticoagulant/ Thrombosis No thrombosis Odds Ratio
Anti-cardiolipin antibodies/ (N=340) (N=278)
Anti-B2-glycoprotein | antibodies no.(%) no.(%)

univariate 95% Cl Multivariate® 95% Cl

| +H4/+ | 34 (10) 2() 149 35-62.7 333 70-157.6

+d- 0(0) 5(2) NA - NA -
J+l+ 18 (5) 13(5) 1.2 0.6-25 22 1.0-5.2
444 7(2) 13(5) 05 02-1.2 08 0.3-2.1
J+ 4( 4(1 0.9 02-35 1.3 0.3-5.7
*> 40 GPL or MPL; * Same risk factors as in Table 2; NA=Not Applicable

| |
o lpynnbl pucka ocnoxXHeHnit APC,
] ANarHoCctnyecCcKkue HanpasjieHumAa:
} L1 - TpoWHasA NO3UTUBHOCTb
B
¢80 7S - AnTutena K someny | b2-GP |
\7@ X & QU

de Laat B., de Groot P. et al. Mechanisms of Disease: antiphospholipid antibodies—
from clinical association to pathologic mechanism. Nature 2008. vol. 4 no. 4

V. Pengo, A. Ruffatti, et al. Antiphospholipid syndrome: Antibodies to Domain 1 of b2-glycoprotein 1 correctly
classify patients at risk. ) Thromb Haemost 2015



Koraa nonesHo onpeageneHne aHTUTen
K NpoTpomMmbuHy, aHHeKcuHy V, dochaTtnanncepuny um ap.
(He BXoAAT B opuLMa/IbHbIE KPUTEPUM
anarHoctnkm APC)

e BeposTHbIN/comHUTENbHBIN ADC
e AKyllepcKkaa natonorma (aHTUTeNa K aHHeKCcnHy V)
e Hay4yHble nccnenoBaHUA




AHTUdOChONMNNAHDBIN CUHAPOM

Mpucyrtcreue B KpoBU aHTUPOCHONUNUAHDBIX aHTUTEN
MOXXeT bbiTb BpeMeHHbIM, TO eCTb He ABNATbCA
aHTUdochonMnNUAHbLIM CUHAPOMOM

TpaH3uTopHOe npucyrcrene ADJ1 conpoBoXaaer:

- BoOCnaJ/ieHUe (s 1.u. nocneonepaunoHHoe, BUPYCHO®, 6aKTepmnanbHOE U
Ap.)

- TpaBMy

-  OHKONnaTtoaorno

- nAap.




Mpucyrcrene aHTMPochonmMnUAHbIX aHTUTEN

+

AHTUdochonUnNUAHbLIN CUHAPOM

«Toponutbca He Hapo!..»



Jltonyc-aHTUKOAryaaHT

in vitro nposiBnaeT ceba yaAnHeHnem
dochonmnna-3aBUCUMbIX KNTOTTUHTOBbIX TECTOB
(AYTB, TecT c pa3seAeHHbIM A40M raatokm Paccena,

NpoTPoMbUHOBOE BpemMs, KaoJIMHOBOE BpemMaA CBEPTbIBaHUSA)

TEXHOANS "-IIIAIIMI'I
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Xopousecoe iocss, A 437, &p, 1 MEAWLUUHCKUE AHAJIU3bI CUTUNAB *

Ny Ne N10-34-01-002432 o1 12.02.2015 1. & 8-800-100-363-0 % www.citilab.ru HAM 10 AET, o
®HN0 naumenTta: JUIJ
MHAMBMAYANbHDIN HOMEp: "l”l”ll"" |II|I 348291
. DKEHCKWM
Mon: N? sakasa 100494000
Darta poxgennna: 31/05/1388
Pedepencuan rpynna: Female 3akazumk: (551)Curunab Apocnasns LOM 1
Orpenenne: BPAUMN
Bpau:

PE3YJIbTATbI NCCJIEJOBAHUA

EavHMLbI PedepeHCHbIN
Uccnegosanue Pesynbrar M3MepeHns WHTepBan
Buomatepmnan: [nasma uuTpar Oara e3aATua:  19/11/2015 7:56:00 Oara gocraskm: 20/11/2015 0:31:17
Koarynorpamma
B(<) Mportpombun no Keuky (mugexc) 71.4 % 77.0 - 120.0
@) MHO (INR) 1.14 OTH.en 0.80 - 1.20
(> ~ AuTB cex 23.0 - 32.0
&) ®ubpuHoreH 2.0 r/n 1.8-3.5

Ncnonuurenu:

-'IquCkH;i
UeRTp Ky

Hieckod




Xopousecoe iocss, A 437, &p, 1 MEAWLUUHCKUE AHAJIU3bI CUTUNAB *

. HAM 10 NET
Nuu. Ne N10-34-01-002432 or 12.02.2015 1. o 8-800-100-363-0 P!, www.citilab.ru «®

®WN0 naumenta: JU
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XXEHCKWK
Mon: N? sakasa 100494000
Darta poxgennna: 31/05/1388
Pedepencuan rpynna: Female 3akazumk: (551)Curunab Apocnasns HOMN 1
Orpenenne: BPAUMN
Bpau:

PE3YJIbTATbI NCCJIEJOBAHUA

EavHMLbI PedepeHCHbIN

Uccnegosanue Pesynbrar M3MepeHus wHTepBan
Buomarepnan: [Mnaszma uutpar Oara e3ATHA: Oara nocraaxn:
Koarynorpamma
B(<) Mportpombun no Keuky (mugexc) 71.4 % 77.0 - 120.0

U yto ke 3T10?
BonyaHouHbIM aHTUKOArynaHT (APC, BocnaneHue) — puck tpom60o3a?

Cneundunyecknit MHrIMbuTop?
Bonesnb Bunnebpanpa®?
9dPEKT HN3KOMONEKYNAPHOTO renapmHa?
[JedeKT npeaHaNnTUKKn?...

} - PUCK KpoBOTEeYeHUA?




MpununHbl yannHeHus tectos MNB u/mnn AYTB

HapyweHue MpnuunHbI

Yactbie: aedunumt BuT.K, 3aboneBaHnA neyeHn (Ha4yanbHble cTagmu),
Tonbko B HOAK
OuyeHb pegKue: BpoxKaeHHbIn gepmunt ¢.VII

YacTble: BoNYaHOUYHbIM aHTUKoarynaHt*, HOI 8/8, HMI **, HOAK

TonbKo AYTB
Pepkue: pepmnunt paktopa VI, IX, XI, Xll, 6one3Hb BunnebpaHaa
OuyeHb pegKkue: aePUUNT NPEKANIMKPENHA N BbICOKOMOJIEKYIAPHOTO
KUHUHOreHa
Yactbie: gedunumt But. K, 3abonesaHmne neyenun, cencuc = ABC, HOAK,
AYTBunTB

runo- n aucdmubpuHoreHemuna***, NMNAP Kak MHrMbUTOPDLI
obpasoBaHua pubpuHa

OuyeHb pegKue: BpoxKaAeHHbIN gepmunt paktopos i, V, X

* - JIAK moxcem ob6s1a0ame aHMunpompombuHo80oli GKMUBHOCMbIO, 8 MAKOM cay4ae yonuHAaromca AYTB u B
** _ BeedeHue HMI He scec0a ompaxcaemcsa Ha AHYTB u B
*** _ [uno- u oucgpubpuHoeeHemus moaym yoauHams B uau AYTB u301uUpo8aHoO

B - XapaKmepHo 0219 eocnaneHus u/unu Haauvyus UHeu6umopa Koaecyaayuu

Kamal AH, Tefferi A, Pruthi RK. How to interpret and pursue an abnormal prothrombin time,

activated partial thromboplastin time, and bleeding time in adults. Mayo Clin Proc 2007;82:864—-73




AuarHocTtnyeckue Kputepuu JIAK

e YannHeHue 1 nam HeckonbKux pochonnnmna-3aBMCcUMbIX
TectoB (1.dRVVT 2.AYTB c aktusatopom Si0O2)

N2

e [loaTBepKAeHUE MHTMOUTOPHOM aKTUBHOCTM B 0bpa3Le
Naa3mbl, UCKAOYEHUE AednumnTa GaKTOpPOB CBEPTbIBAHUSA

N2

e dochonMnuasaBUCMMOCTb MHFIMBUTOPA,

oTCcyTCTBME CneunduvyHoOro MHrIMbnposaHMA Kakoro-1nmbo
daKTOpa CBEPTbIBAHUSA

Pengo V., Tripodi A., De Groot P. et al. Update of the guidelines for lupus anticoagulant detection. J Thromb Haemost 2009;

7:1737-1740.
Urbanus R. et al. Current insight into diagnostics and pathophysiology of the ntiphospolipid syndrome. Blood Rev 2008; 2:

93-105.



OcobeHHOCTH NpeaHaNUTUYECKOro 3Tana:

3abop KpoBU Ha uccneaoBaHue:
- [0 Hayasna NpUMeHeHUs aHTUKOary1aHToB
WA NMOCNEe CYLLLEeCTBEHHOrO NepepbiBa B UX UCMOb30BAHUN
- npumeHeHue yutparta 0,109M (3,2%)
- IBOMHOE LeHTpudyrmpoBaHue
- B C/ly4ae HeobXoAMMOCTU 3aMOPaXKMBAHMA, eCIN nccnefoBaHme
NONKHO ObITb OTNIOXKEHO - bbICTPOE 3amoparxKkuaHue npum -70.C
- pazmoparkmBaHue npu 37.C (Bo n3berxkaHme obpasoBaHumA
KpuonpeuunutaTta), TWwaTe/ibHOe NepemeLllnBaHNE

Pengo V et al. Update of the guidelines for lupus anticoagulant detection.
J Thromb Haemost 2009; 7: 1737-40.



Bbibop TecTa:
1.2 TeéCTa, OCHOBdHHbLIE HA Pa3/IMdHbLIX NPUHLUUNNAX

2. TecT c pa3BegeHHbIM A40M ragtloKku Paccena BbinoAHAETCA B
nepsylo oyepeab

3. Bropbim Tectom o/mKHo 6biTb AYTB ¢ uyBcTBUTENbHbIM K JIAK
peaKTuBom (HM3Koe coaepKaHue pocponmMnupgos, KBapLeBbI
aKTusarop)

4. NAK pacueHuBaeTcAa KaK NO3UTUBHbIN B c/ly4ae ecaun gaxke 1 tecr

AAeT NONOXKUTENbHbIN pe3ynbraT

KaonuH He pekomeHAayeTca n3-3a npobaem ero npumeHeHUA B aBTOMaTUYECKUX
Koarynometpax (MHTepdpepeHuum c $oToonTUYECKMMU aHANU3ATOPaMM), N10XanA
BOCNPOU3BOAUMOCTD;

3/1aroBan KUC0TA HU3KO YyBCTBUTENIbHA K J1AK;

pa3BegeHHbI TpombonaacTuH BapuabeneH no ceoemy adpPekKry;

Pengo V et al. Update of the guidelines for lupus anticoagulant detection.
J Thromb Haemost 2009; 7: 1737-40.



MpoBeaeHne YTOUHAIOWMX UCCeA0BaHUM:

NMoarBep)XaaroLwme TecTbl:

1. MoarseprKAaatowmii TecT (-bl) NPOBOAATCA peareHTaMu C NOBbILEHHbIM cogep)KaHuem

dochonnnnaos no cpaBHEHUIO CO CKPUHMHTOBbLIM TECTOM
2. [lonXKHbl UCNONb30BaTLCA reKCaroHabHbie Uaun AByxcnoiHble pochonmnugbi.

NpoBeaeHue nccnepoBaHua:

1. MposBectu TecT B n1a3amax 340p0OBbIX AOHOPOB C HU3KOMN (CKPUHUHIOBOM) U BbICOKOMU
(nogTBEeprKpatowen) KoHueHTpauuen poconnnmuaos.

2. Onpegenntb ypoBeHb cut-off Kak cpegHUM ypoBeHb KoppeKuun B % , onpeaensaembin
oTHowweHuem [(cKpuHUHr-noaresep:xAa.)/noarsepxa.]*100%

UHTepnpeTtauyusa:

1. Pe3ynbrat cootBetcTayeT npucytctemio J1IAK, ecnm % KoppeKkuum sbillie, Yem ypoBeHb cut-

off nabopaTtopumn

Pengo V et al. Update of the guidelines for lupus anticoagulant detection.
J Thromb Haemost 2009; 7: 1737-40.



MpoBeaeHne YTOUHAIOWMX UCCeA0BaHUM:

BbipaeHue pe3ynbratos:

1. Pe3ynbTatbl A0/MKHbDI 6bITb BbipaX*XeHbl KaK OTHOLWEeHUe NauneHTa K HOpMaI'IbHOﬁ nnasme

ANA BCEX 3TanoB (CKPUHUHT, KOPPEKLMOHHAA Npoba, noaTBepXKaeHUe)

OdopmneHue pe3yabraToB:

1. Mo pe3ynbratam UccnegoBaHnit JOMKHO 6bITb BblA4AHO 3aKAl0OUEHUE C 06bACHEHEM
pe3ynbrara.

Cut-Off

1. TecTupoBaHue Naa3m 340p0BbiX AoHOpoB (40 yenosek)

2. OnpeaenuTb YpoBeHb OTCEUYKU KAaK 3HAYeHMe, npeBbiwatowee 99 npoueHTUNEN
pacnpeaeneHus

UHTepnpeTauua:
1. Pe3ynbTtaTbl CKPUHMHIOBbIX TECTOB PacUeHMUBAIOTCA KakK no3nTusHble no JIAK B cayyae
npesbilleHna MU ypoBHsA cut-off nabopatopum

Pengo V et al. Update of the guidelines for lupus anticoagulant detection.
J Thromb Haemost 2009; 7: 1737-40.



PeareHTbl C pa3BegeHHbIM A40M raatokm Paccena

Technoclot® LA Screen (Technoclone, AscTpuA)
Technoclot® LA Confirm (Technoclone, Asctpus)

LA 1 Screening reagent (Siemens, l'epmaHus)
LA 2 Confirm. reagent (Siemens, l'epmaHusn)

u ap.

technoclome
3011228-008 11/2013

TECHNOCLOT® LA Screen / Confirm

c E ORGP, . \/
® ® @ ®
5343012 TECHNOCLOT® LA Screen 5x2mL

5343016 TECHNOCLOT® LA Confirm 5x1mL




PeareHtbl AHTB cO CKPUHUIroBbIM U NOATBEPKAAOLWUM
(M36bITOYHBbIM) cogepKaHuem ¢ocdonnnngos

Lupus anticoagulant Test, Technoclone

Silica Clotting Time, HemoslL, Instrumentation Laboratory




Tect AYTB ¢ nséboitkom pocponmnnmnaos

AKtusaTop — SiO2/Al203
2 KOHUeHTpauun d¢ochonnnnaos
KOHTpONbHAA HOpMabHaA NJ1a3ma

[Mna3sma BA(+) (nonosxkuTenbHblii KOHTPOD)
CaCl2

LCA= (b-c)/a*100 (BA+npu LCA>15)

a — BpemsaA CBepTbiBaHMA NAa3Mbl NaLMeHTa

A-1
’ b — Bpema cBepTbiBaHMA NAa3Mbl NaLMUEHTa,
100 k- rrrmrermrres ) [v) A
S cmewlaHHOUN C HOPMaJiIbHOU NJ1a3MOoun
50 C — BpemA CBepTbiBaHNA Hopmaanoﬁ n1a3mbl

0 Bo/YaHOUHbI QaHTUKOAryNAHT

— ™ l1cA1=(160-90)/175*100=40
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BapuaHT yctaHoBneHua J1AK:

ConoctaBneHune pesynbtatoB TectoB AHTB

c BA-uyBctBUTENbHLIM N BA-HEYYBCTBUTE/IbHbIM
peareHTom

Ho!

He B N0O/IHOW mepe y4nTbIBaeTCA BO3MOXKHAA
runokoarynauna n oconmnmna-3aBMCUMOCTb
MHIMbUTOPAa

BapWaHTbl METOAUKMN:

Siron LS vs Siron LIS (Technoclone)

ActinFSL vs ActinFS (Siemens) k

JKcn pecC-NInyCc-TecCT (TexHonorna CtaHaapT)



dRVVT / dRVVT noareepxgatoLee
(dRVVT — mecm ¢ pa3gedeHHbIM ss0oMm 2adroKku Paccerna)

dRVVT ckpuH.

[Tpobupka 1:

Pa3BegeHHbIn 90 raatoku

__\
'\
O
Q=2 Paccena
C
' «  ®ocohonunuabl (MUMKUT.)
&

(0O
(0O

N
N

CaCl2

\

‘\
O
—

L')

C

dRVVT noats.

[Mpobupka 2:

Pa3BeeHHbIN a4 ragtoku
Paccena

Pocdonunnabl (M30bIT)

CacCl2

Pe3yriemam o0bbI4HO 8bipa)xaemcsi Kak OmHouweHue
dRVVT/dRVVTnoomeepxoaruwiee

[MOJIOXKUTESIbHbBIN TECT HA JTHOIYC-AHTUKOAT YTISHT:

1) YonunerHue dRVVT

2) Omcymcmeue KoppeKuuu 8 mecme cMewusaHus

3) dRVVT / dRVVT noaTeepxaatollee >1,2




Pe3ynbTaThbl TeCTOB Ha BA BbipaKatoTcAa B BuAe OTHOLIEeHuUA,

R (Ratio)

R ckpuH. dRVVT ckpux naw, R ckpuH.  AYTB ckpun nau,
dRVVT ~ dRWT CKPUH HOPM. AYTB ~ AYTB cKpuH HOpM.
¥ A y

R noars. dRVVT noars. nau,. R nogre.  A4TBnoars. nau.
dRVVT  dRVVT noats. HOpM. AYTB  AYTB noaTs. HOpM.

Bbluncnaerca tecroBoe (HopmannsosaHHOE) OTHOLLEHME:
H.O.

R ckpuH dRVVT H.O. R ckpuH A4YTB
dRVVT R noarts. dRVVT AYTB R noarts. AYTB

Pe3ynbraTt Ha BA nonoxurteneH, ecam xota 6ol ogHoO U3

oTHoweHuun H.O. (dRVVT uam AYTB) > 1,2



KAnHU4YeCcKnm npumep

bonbHaa H., 23 roaa
e 04.03.2010r.:
AHTUTENna K KapAUoOJIUnuHy.

1IgG — 120 Ea/mn (Hopma — He 6onee 40) — BbICOKUiA TUTP
IgM — 5,1 Ea/mn
AHTUTENA K 6eTa-2-rnnkonpoTeunHy I:

lgG — 100 Eg/mn (Hopma — He 6onee 40) — BbICOKUI TUTP
IgM — 3,2 Ea/mn
MpucyrcTeme BONYAHOYHOIO aHTUKOAryNAHTA:

Bpemsa cBepTblBaHUA C pa3BegeHHbIM 540M ragtokmn Paccena cKpuH.
LA1 — 96,6 ceKk. (HopmanbHada nna3ma— 40 cek.) HO - 2,4

Bpemsa cBepTblBaHUSA C pa3BeaeHHbIM 5A40M raatoku Paccena noars.
LA2 — 37,8 ceKk. (HopmanbHaa nna3ma — 41 cek.) HO - 0,92

LA1/LA2 =2,4 /0,92 = 2.6 (Hopma — 8o 1,2) — Bbicokui TUTp BA




Poccumnckasa tect-cuctema «Jlronyc-tecr»

e 3 BUAA aKTUBATOPOB CBEPTbIBAHUA

(KkaonunH, nebeToKc, TPOoMbONNACTUH)

* N36bITOUHbIE Pochonnnuabl Ana HEUTpPaAU3aLumm
NNAK («TpombOUUTUH»)

e CaCl:

[EXHOAOTH < GTARAAPT

Nionyc-TECT™

E%' v w v ™
T e T I

KANBUMS 11

TEBETOKC

WSO WS

lll lrouiw
m’ TG lln‘suw

TEINIANISTS CTRRAARY Ten (3452 129,957, 229.558, 21
JIONYCTECT
MHCTPYKUHS NO NPHMEHEHNIO HABOP

PEareHTOB ANS ONPERENeHHs
2HTHKDATYASKTOB BONYAHOUHOTO THIA

Hasnaverse

onpansnaeus woa’y:l IHTOB BOMHGHOHOND
Tma (BA). B nzae Kposi BA CamaeiBaorcs

poe

X-1én

eg xpoi.

‘33BCAMBEX KDIYRALVIOHHSDX TECTaX

DESIEHT 43 OTMGITLIX W PRIDYLIEHISIX

seeeca)- 261

Harstiwe B naame BA CONpOBCRGRETCS
PR L OGS 8

‘O:lpxrlw] 10m1-16n.

XDCaoaBpALEA (EoBHE B3,
GNP MIECS PCTECTES

m pacTacp, 554%) 10mn-16n

ORIPOM, rev,mulspeiwlm.p]
BETONaUEHTAGHON HZOCTATONHOCTSO,
(B HEBSHGLIBIHHEM BEDEMEHHOTTH

Iusivors ipezenens ooz
P CpeneaLN oMY

[

TroGeuronee pexe - pLeCTo e

3020120
o7 500 300 c g7 reberazosor
Spomn 07 3030 120 RoaponpenT

Apyrvnes
HaknoHHoCTO K paseim JECCHRapOe

BeTmose ) e TeCTal = pesuumer
10%.

ony BA

omyCTM pE35pOC PESYILTETOR OTpELEnEHS:
speme coeg Tacran

3 TOM, 70 HI0KD3

pasks
Bopa Vi Capun He rpessiaeT 10%.

T g (BEDTE A SeR PR G

HE KODPATHDETCS HOpMNSHOH BRIHON

P N
xnace 2 a (MOCT P 51605-20001
B

DS3RNESHEM K MCCIEZYEMON B 1T PRSPyt
- (Bowros (rpom

Bom

BATeCTM B

PrElmmmseont o

0 BRI C Tpu padare HanseaTs

2) nocTRepwnaiuype
70 HROKOr YRR B TECTEX NEPBCH TpyMNS:

PiepaTO, TaK Ka OBpE3Lsi NIZ3MSI KO

YETpaHRETCR opppyeTea

crocobrele

O HE HODMANSHON K\m‘pcnm i

Z/uTENHOE BpEMS COD3HAT U NEpEn3EaTs
B, ™ W050% Ay TOM 803+

HOXTOBOT




MpuunHbI BapnabenbHOCTU pe3ynbTaToB TecTa
onpeaeneHna BONYaHOYHOIro aHTUKOArynAaHTa:

1. Tun n KoHUueHTpauua ¢ochonnnnaos B peareHTte

2. Tun akTMBaTOpPa Koarynauum

3. MoarorosKa nsia3smbl

4. BblunMcneHue pesynbraTtos, ypoBeHb cut-off

5. CneKkTp aHTUTEN U cneunPUUYHOCTb UX SNUTONOB MOryT bbiTb
Pa3ainyHbI; Npobaema BbI6Opa KOHTPONbHbLIX N1a3M

Kak chegcrBue — mexknabopatopHbie pa3nnMuma B onpeaeneHmm
JIAK B cBA3U € pasnnyHON cneundPuU4HOCTbIO U YYBCTBUTE/NIbHOCTbIO

TeCT-CUcteM.
Jennings |,Kitchen S, Woods TA, Preston FE, GreavesM. Potentially

clinically important inaccuracies in testing for the lupus anticoagulant: an analysis
of results from three surveys of the UK National External Quality Assessment
Scheme (NEQAS) for Blood Coagulation. Thromb Haemost 1997; 77: 934-7.
Pengo V et al. Update of the guidelines for lupus anticoagulant detection.

J Thromb Haemost 2009; 7: 1737-40.



OwnbKM ANArHOCTUKKH

e BblnonHeHMe nuccnegoBaHUM Ha PoHe BOCNANNTENbHOMU
aKTUBHOCTU, B PaHHEM NOocAeonepaunoHHOM,
Nnoc/iepoao0BOM nepuoaax

e BbiNnO/NHEHWE UcceaoBaHUM HEe MO NOKa3aHUAM

e BbinonHeHue nccnegosaHuna Ha J1IAK Ha poHe npuema
BapdapuHa U ApYrmx aHTUKOAry/iaHTOB

e Hemncnonb3oBaHue cneumanbHbIX KOHTPObHbIX
MmaTepuanos

Autoimmune antiphospholipid antibodie:

A 5GPl
v A Sy .
, — e ) PmaslonBloLog:c
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CRYOGheck”
. he . :-::P"S Positive
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Pengo V. et al. Update of the guidelines for Lupus Anticoagulant detectionJ Thromb Haemost, 2011



OnpepeneHne aHTUGOCHONNUNNAHDBIX AHTUTE
(MMMyHODEPMEHTHbBIN aHaNm3)

B2-rnukonpoTeunH I -

OCHOBHAaA MULLEHb Ana aHTuTen npu APC

KapguonunuH, pochatnagmncepuH, ¢ochatmanamHo3nToN,
dochonmnuab! PA » ocdatnamncepuvt, pocpatns,
dochatnamnataHonammH, pocpatmananoBas K-Ta
Beta-2-rankonporteuH |, npotpombuH, npotenH C, NMpoTteunH S,
KodakTtopbl P . > >
TpombomoaynmH, AHHeKcuHb!: V, I




Mpeunmyuwecrtea UPA nepep,
KOaryaauuoHHbIMU TeCcTamMu

- MN3mepeHune ypoBHA aHTUTEN B 3aMOPOXKEHHbIX CbIBOPOTKaX
- OueHKa KOHLeHTpaL M U U30TUNOB ayToaHTUTenN

- He3aBUCMMOCTb OT aHTUTPOMbBOTUUECKOI Tepanuu

- Xopoliana BoCnpousBoauMocTb B 1abopatopum

- Hu3Kasa ctroumocTb uccnepoBaHui

- MpocToTa BbINONHEHUA

AnekcaHgposa E.H., HoBukos A.A., PeweTHak T.M., HacoHos E./1.
NmmyHonornyeckme mapkepbl aHTudochonmnuaHoro cuHapoma. Yacrb |
— AHTndochdonmnuaHblie aHTUTENa. HayuyHo-npakTnuyeckasa pesmartonorusa, 2009, Ne 5: 30-37.



ANTI-CARDIOLIPIN ELISA
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Vittorio Pengo Alessandra Biasiolo a, Elisa Bison a, Veena Chantarangkul b, Armando Tripodi Antiphospholipid antibody
ELISAs: Survey on the performance of clinical laboratories assessed by using lyophilized affinity-purified IgG with
anticardiolipin and anti-B2-Glycoprotein | activity. Thrombosis Research (2007) 120, 127-133

OAHaKo aaHHble uccneposaHuii B pamkax EBponeiickoro ¢opyma no
CTaHgapTM3auumn metoaos onpeaeneHnsa adJ/1 ceuaeTenbCTBYIOT O
HEBbICOKOW meXK1abopaTopHOI conoctaBuMoOCTU pesynbtatoB UPA aK/l n
ap2-rnil...



daKTopbl, BAUAIOWME Ha pe3yabTaTbl onpeaeneHus
aK/1naB2-rIn

ypoBeHb no3utusHoctu (“cut off”)

CBOMCTBA CTaHAAPTHbIX U KOHTPO/IbHbIX CbIBOPOTOK
(cneundpuyHoCcTb, aBUAHOCTb, CTABUNBHOCTD)

TexHonorna DA,

aHaINTUYECKNE XapaKTEPUCTUKN NCNOJIb3YEMbIX TECT-CUCTEM
cnocob nocTpoeHna KanmbpoBOUYHOU KPUBOU AN KONINYECTBEHHOMN
OLLEHKMW MOJIyYEHHbIX AaHHbIX

eAuHunUbl usmepeHua adJl

Ha/IMuue UHTEPKYPPEHTHOU MHIEKUUn U gp.

PeKkomeHayeTca onepupoBaTb He abCONOTHBIMU 3HAYEHUAMU UccaeayeMblX
nokasatenei, a YPpOBHAMMU NO3UTUBHOCTU C BblAeNeHUEM HU3KO-, YMEPEHHO- U
BbICOKOMO3UTUBHbDIX pe3y/IbTaTOB

AnekcaHgposa E.H., HoBukoB A.A., Hosukosa [1.C. JTabopaTopHas AMarHOCTMKaA
aHTUdochonnnmnaHoro cnHapoma. HayyHo-npaktny. peematon., 2004, 4, 47-52.
HacoHos E.J/1. AHTUdochonmnmaHeii cuHapom. M., lutteppa, 2004, 440 c



Bo3mMOXKHOCTb peLwieHUusa npobaem
ANArHOCTUKM ADC

Hanunuune B pernoHe (obnactHom ueHTpe) cob6cTBEHHOM

nabopatopuu, BbINOJHAKOLWEN HEOOXOAUMDIN CNEKTP
uccnenoBaHUm,

c cobanoaeHuem npasun NpeaHasIuTUYECKoro u aHaAMTUYECKOro
3TanoB ANArHOCTUKMU,

Ha A0/’ KHOM TEXHO/IOTMYECKOM YPOBHeE,

C HaZiMynem cneuuasancTos B AaHHOM 061aCTU ANATHOCTUKM,

nmeloLeilt BO3MOXHOCTb «06paTHOI CBA3U» C KANHULUCTOM



ABTOMAaTM3aLMA NCCNea0BaHUMN,
TOYHOCTb aHa/NM3a

Qualitatskontroll-Zertifikat / Quality Control Certificate

clegyies Anti-Cardiolipin 1gG
Art-Nr, / Cat -No. Ch.-8 /Lot Verw. bis / Expiry Date
ORG 215G-24 215G80508 2009-02-28

Barcode: 21519025 40 63

Das Alegria® System Gberpruft wahrend des Laufs dieF jedes T

Werden die Qualitatskantrollkriterien nicht erfullt, so ist der Lauf nicht valide, es wird kein Ergebnis angezeigt.
Product specifications of each test strip are automatically controlied within the Alegria® Sysiem

Test runs not meeting specifications are invalid, no result is displayed.

Eine Testpackung dieser Charge wurde geprift und entspricht der Produktspezifikation.

Die Charge ist freigegeben.
A sample of this product lot has been tested and found to meet all product specifications.

N aus

Prifdatum / Test Date Qualitatskontrollieiter / Quality Control Manager

ORGENTEC Diagnostia GmbH Postfach 100352 D-55124 Mainz/Germany DEFI1Z gumg e T811 7508 Ausgate ¢




Hosble noaxoabl K onpeaeneHnio AP/l

Blue Diver | @

MmmyHobnoTTnHT BlueDiver Dot

MMMYHOXEMUNOMUHECLLEHTHbIN
aHann3 HemosIL ACL AcuStar

MynbTUNAEKCHbIN aHANN3
Bio Plex 2200 BioPlex® 2200 APLS IgG

- !
'Criteria’ aPL tests: Report of a Task Force and preconference =

workshop at the 13th International Congress on e
Antiphospholipid Antibodies, Galveston, Texas, April 2010. ""’Z’ =

SS Pierangeli, PG de Groot et al. Lupus 2011 20: 182-190



I'IapaN\arH UTHble YaCTunubl

® I)‘* )\27).-‘\?{

CBA3bIBAHME B MO BCeMy obbemy  “yzgv
'\3‘;7},‘:/ 5sC/1IS

® MaKcMMmanbHaA CKOPOCTb peakumm  “vev

CornacHo pykosoactsy ISTH

®*MNopor npeacrasnsetr cobon 99 NnpouUeHTUNb OT
HOPManbHbIX 3HAYEHUMN

*Bbibupaetca 20 Ea/mn
ANA BCEX TeCToB

XeMunromumnHecueHUnA
®BbicoKasa 4yBCTBUTE/IbHOCTb
®LInpokni ananasoH
*MuHNMym nHtepdepeHLmnmn

ACL AcuStar



AHTUdochonnnnaHbin cuHapom (APC)

JleueHue:
- AHTUKOarynaHTbl
BapdapuH Koo 6000055005
Hosble AK e AR ) =

- AHTMarperaHTbl
- [lhakBeHwun
- CTaTUHBbI

- Mnasmadepes e
- Putykcnmab
- MIHriMbuyma KomnnemeHTa pwesny

AAR NpHOMA BHYTPS

(Eculizumab)

- TKC (sTopuuHbin AGC) U AP.
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Association of laboratory Accoumnauusa cneymanmucTos
specialists and organizations n opranu3saumnin nabopatopHoin cnyxbsi
«Federation of Laboratory Medicine» «Depepauyms nabopaTopHO MEQULUHBI»

BNATO4APHO 3A BHUMAHMUE!




