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AHTU®OCOOJIUNNOHBLIA CUHOPOM
(A®C)

CuHdpom Xbro3a (Hughes)

- CUMITMOOKOMIIJIEKC, 8 OCHO8E KOMOPO20 JIeXXUMm rosiesieHue
aymoaHmumern kK ¢gpocehosniunudam u
¢gpochonunudcesiabisarowum b6esikam

adJl

S6/11I0MCS1 CEPOSI02UHECKUM MapPKepPOM U «amo2eHemu4ecKuM»
MeoduamopoM c8o0eobpazHo20 CUMIMMOMOKOMIIIEKCA, 8KIIH0YaroWea0
8€HO3HbIe U/unu apmepuaribHble mpomMb0o3bi, pasruyHble popMbl
aKywepckou rnamorioauu (8 rnepsyro o4epeds rpuebIi4Hoe
HesblHawusaHue bepemeHHocmu), mpomMbouumMorneHur, a makxe
pasHoobpasHbie He8POII02UYECKUE, KOXHbIe, CepOeYHO—
cocyoucmele U eemamorioaudeckue HapyuweHus



AHTU®OCOONNMULGHBIA CUHOPOM
(A®C)

0 B 1986r. — nonyuun nassanme
AHTNOOCDOONUMNMNOHBLIN CUHOPOM

0 B 1994r. —- CUHOPOM Xbro3a (Hughes)



MKb-10

0 MKB-10 . D89.9 HapyLieHue,
BOBMekawwee UWMMYHHbIN  MEXaHU3M,
HEeyTOYHEHHOE



AHTU®OCOONNMULGHBIA CUHOPOM
(A®C)

1 PacnpocTpaHeHHOCTb B MOMyNsiLmm
a®J1 y z0o0posbix om1 do 12%

0 Yalle BbiSABNSAETCS Yy XEeHLUUNH

npu nepBmyHOM cuHapome — 3,5:1,
BTOPUYHOM — 7,5:1
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AHTU®OCPOJTNIMUOHBLIN CUHOPOM

OCHOBHbIe ¢OpMbi

MEPBUNYHbLIN
BTOPUNYHbLIV

AyToMMMYyHHble 3aboneBaHus (CKB, peBmaTtonaHbIv apTpuT,
cKknepogepmms)

3roka4yecTBeHHble HOBOOBpa3oBaHM4

MeonkamMmeHTO3HO 06YyCnoBEHHbIN

NHdeKkUnoHHbIE 3aboneBaHns

[Mo3gHue cTagum NoYEeYHOU HEOOCTATOYHOCTU

KATACTPO®UNYECKWNM -

MSXKerno20 meYyeHus ¢ pa3sumuem Myribmuop2aHHO20
mpombo3sa, CI1OH, Ha ¢pone 8bICOKO20 mumpa a®/I



GAKTOPbI PUCKA ADC

[l Xxupyprnyeckme BmellaTenbCTBa

8 mom yucrie faaxe Hebonblume (SKCTPaKUMa 3yba,
KlopeTax MaTkn, bnoncus)

[l oTmMeHa aHTMKOarynsiHToB

0 WUCMNoNnb30BaHNE HEKOTOPbIX NNEKAPCTBEHHbIX
npenapaToB (Yalle Bcero opanbHbIX
KOHTpaLenTuBoB)

0 OHKOMnormyeckme zaboneBaHus
0 WUHEKUnd

[ (0coBeHHO
HebnaronpuaTHblI MyNbLTUreHHble OOPMbI TPOMOOdUNNN)
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ITUOJIOINNA ADC

BupycHble n baktepuanbHble MHAEKLNN:

Lumomezanosupyc __ «nepeKpecTHoe pearupoBaHue»
ﬁ-aemonumuquKufl CMpPerimoKOKK ap.A aHTUTen K WHd. areHTam
Staphylococcus aureus c B2-rM-I u KN
Hemophilus influenzae MOﬂeKyl'lﬂpHaﬂ MUMUKpUS
Neisseria gonorrhoea

[ eHeTnyecknim paktop

cBsA3b Mexay runepnpoaykumenA®C v annenamvu HLA (DR?7,
DQBj, DR4, HyneBoun annenb Cd)

CBSI3b Mexay runepnpoakuuen ad®PJl n reHeTuyeckn odycnoBneHHbIM
AnedekTomMm B cucrteme komnnemeHTa (Aepmumnt Casa/Cas)

To4yeyHble myTauum B2-IMl-l



NMATOIN'EHE3 Tpomboobpa3oBaHusa npn AOC

MHOEKL.
DAKTOP

Y

F’EHETUYECK.
PAKTOP

NMEPEKPECTHOPEAT. a®il
«NHQEKUMOHHbIEe»

Y

'YMOPAJIbHbIE MEXAHU3MbI NMATOrEHETUYECKOU

AKTUBHOCTU a®J1

G

*benok C — yrHeTeHue
—aKTuBauuu

ayTOMMMYHHble

Y

KINETOYHBbIE MEXAHWU3MbI MATOEHETUYECKOU

obpa3oBaHue BbiCOKOa(hpPUHHBLIX KOMMNIIEKCOB
c 6enkamMum Kackapa cBepTbiBaHUSA KPOBM Ha
chocchonunugHbix MeMOpaHax KeTokK

AKTUBHOCTU a®J1

=

*[ecdunuunt 6enka S
*YrHeTeHune aktuBHoctu AT llI
*OcnabneHue ®[1-3aBucunmon
aktusauuum Xll, yrHeTeHue
¢ubpuHonusa

* [logaBneHue aKTUBHOCTHU
MHrmourtopa TP

*HapyweHue cuntesa N

*YBenu4yeHue CMHTe3a
aHaoTenuHa-1

*AKTUBaALUA CUCTEMbI

HapymeAne ¢ /HRKUVW GENKOB
cuUcTeMbl CBepTbIBaHusA u ap. ¢-

= poB

Y

HapyweHue perynsuuu ®Jl-

KOMIMIIEMEeHTa |

3aBMCUMOWN Koarynsauum

*3HAOTEeNMN cocyaoB

-anonto3 3K

-3Kcnpeccus Knet. Mosl. aar.

-akcnpeccus T (TkaHeBOWM
c¢akTop) n UAIM-1 (MHrmMoG.
aKTMBaTtopa nsa3sMuMHOreHa)

*TpomGoLUTDI
-aKTUBauusi TpomMbounTOB

*MoHouunThbI
- UHaykumnsa akcnpeccumn TP

A4
A




MEXAHU3M AKTUBALUNN SHOOTEJINA MNP ADC

O adJl (antn-p2-rm-I-AT)

Q{TLR
: NF-kB + |kB

p
%G ~

BocnaneHMﬂ

6enkun ocTpon

dasbl , MOneKynbl —LTorHL IPOKOArynsHThbI:
agresum , Un-1,1n-6, UN-8 TP, NUATM-1

T® — TkaHeBon hakTop, MAM-1 — nHr.MbuTOp akTMBaUMM Nra3MMHOreHa



KIMHWNYECKAA KAPTUHA

BeHO3HbIN TpomOO3

- rNyOOKNe BEHbI HMXKXHUX KOHEYHOCTEN

- MNoYeYHble BEHbI (HEPPOTUYECKNNA CUHOPOM)
- Ne4YeHo4Hble BeHbI (cnHapom banaa-Knapn)

ApTepuarnbHbii TPOMOO03

- NWLIEeMUSI U TaHFpeHa HMXKHNX KOHEYHOCTEN
- CuHagpom gyrmn aopThl
- acenTU4ecKnin HEKPO3 ronoBKM beapa



NMOPAXEHUE LHC

Tpomb03 apTeEPUN rONOBHOINO MO3ra  »»
mpaH3uUMmopHkIe UWEMUYECKUE amaKU
peuuousupyrowue UHcyrbmal
Muz2peHerro0obHkie 20/108HbIe 60U
xopes
roriepeyYHbitu Muenum

A makxe nporpeccupyowine cnadboymme
Op. ricuxu4eckue HapyweHus

CuHOopom CHE/[IOHA — cemyamoe nuseoo,
peuudusupyrouwiue mpombo3si uepebparnbHbiX apmepuu

U apmepuarnbHas 2urnepmeH3us



MopaxeHue cepaevyHoO-cOCyaANCTON CUCTEMbI

Tpomb03 KOpOHapPHLIX apTeEpPUN N pa3BUTUE UHPAPKTa M1Mokapaa

OcCTpbI NN XPOHNYECKNN TPOMBO3 MENKUX NHTPaMyparsibHbIX BETBEW
KOPOHAaPHbIX apPTEPUN »» HapyweHue cokpamum. ¢yHKUUU MUuokapoa

[TlopaxkeHue knanaHoB cepaua
dopmumpoBaHne BHYTpUNpeacepaHbix TPOMOOB

ApTepuarnbHas runepTeHsus (nabuneHas nnn ctabunsHas),
o0bycrioerieHHass mpomMb0o30M MoYeYHbIX COCYy008, UHAPKMOM I10YEK,
mpombo3om bprowHo20 omaeria aopmel, UHMpa2s10MepyrspHbIM mpomoéo3om
rnoyek, pazsumuem chubpombiwiedHoU oucriia3uu rnoYeyHbix apmepudl



NMOPAXEHUE NMEYEHW

Cl/lH,El,pOlVl Eaﬂ,ﬂ,a-Kl/lale — TPOMBO3 NeYEHOUHbIX BEH

TpOM603 apTepI/IM »» MHPAPKT NeyeHu



[MTOPAXXEHNE KOXW

CeTyatoe nNuBeno (cocyoucmas cemoyka 8 eude cuHesambix
rmeH Ha 20/1eHsIX, cmyriHsx, bedpax, Kucmsix)

[ToBEepXHOCTHAaZA CbifNb B BUAE TOYEYHbLIX reMmopparnm
Hekpo3 KoXun gncTarbHbIX OTAEN0B HUXKHUX KOHEYHOCTEN
Tpodonyeckme A3Bbl HMKHUX KOHEYHOCTEN

KpoBoun3nuaHus B nogHOITEBOE NOXe (CUMMTOM «3aHO3bI» )



[MTOPAXXEHUWE JNNEIMKMNX

Tpomboambonum nero4Hom apTepumn

TpomboTuyeckas nerovyHasa runepTeH3ns,
obycnoBrneHHast MeCTHbIM TPOMBO30M NEroYHbIX
COCYOOB




JlTabopaTopHana AuarHocTuka

0 TpomMOOUMTONIEHUS — TUIIMYHOE reMaTOJIOTMYECKOE MPOSIBICHUE, KaK
MPABUJIO, HOCAIIIEE YMEPEHHBIN XapaKkTep U HE TPEOYIOIIEe CEIHaIbHOTO
JICYCHUS.

0 Hepenko Habmogaercsa KymOc-mooKuTeabHas rTeMOIUTHYCCKasi aHEMHUS,
pEeKe BCTpEYaeTCsl CUHIPOM DJBaHca (coueTaHue TPOMOOIIUTOIICHUM 1
reMOJUTHYECKOM aHeMun). Cpeiu IoKazaTeaen KoaryJiorpaMmMabl
oOpalarT BHUMaHue Ha yaiauHenue AUTB.

0 YV 6onpHbIX ¢ ADC BBISBISIOT BOJIYaHOYHBIM aHTUKOAryJIsiHT, aKJI,
aHTUTENA K P2-INIMKONPOTEUHY I, a Takke aHTUHYKJIEapHBIN (PakTop,
antutena k JIHK (peako) [1]. BA obnamaeT 0osee BEICOKOM
creruuaHocThIo, aKJI — 00MbIIei 4YyBCTBUTENBHOCTHIO. C
KIMHnYecKuMu nposineHusamMu AD@C nydire Bcero koppeaupyrot [gG
antu- 2-I'TI I, ocoOeHHO eciii OHU 0OHAPYKUBAIOTCS B BBICOKHUX TUTPax.
[TpucyrcrBue adJI conpoBoxknaercs 40%-HbIM PUCKOM Pa3BUTHS
TpoMOO030B. YBEIMYEHHUE YPOBHS aHTUTEN, pearupyromux ¢ $2-I'T1 1,
KOppEIUpyeT ¢ pa3BuTHeM TpoM0030B nyuiie, yeM aKJI. Tedenne ADC,
TSKECTh M PaclpOCTPAaHEHHOCTh TPOMOOTHYECKUX OCITOKHEHHUH B
OOJIBIIIMHCTBE CITYy4YaeB HE CBSA3AHBI C U3BMEHEHUEM TUTPOB adJl.
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J/IlmarHocruka

B 2006 r. B Cunnee Ha padodem copernianuun MOTI (MexayHapogHoe o01ecTBO TpoMOO30B U FeMOCTa3a)
OBLJIM BHECEHBI HEKOTOPHIE AOMOIHEHUS B cyiecTByomme kpurepun ADC (Camnmopo, 1999) [11].

B paznen «JlaboparopHble KpUTEPUN» B OTAEIBHYIO OAPYOPUKY BBEACHO ONpPEIEICHUE aHTUTE K [32-
[IIMKONPOTEeUHY [. YTOUHEHbI IMarHOCTUYECKH 3HaYuMBble YpoBHU BA — cpenHue u BbIicOKME TUTPHI (Oosiee
40 GPL wiu MPL?) u anTrten k 2-mmukonpoteuny I (6onee 99 percentil), KOTOpbie TOMKHBI OBITH
BBISIBJIEHBI 2 U O0Jiee pa3 ¢ MHTepBajIoM 12 Henenb.

[Ipennoxeno:

1. YuuTbiBasi HAMETUBIIIYIOCSI TEHICHIIMIO K rurnepauarnoctuke ADC, nHTEpBaa BpEMEHH, Ha MPOTSKEHUU
koToporo aKJI mo/mKHBI 0CTaBaThCs MOBBIMICHHBIMH, IPOUTUTE C 6 10 12 Heeb.

2. He uckirouaTh BO3MOKHOCTh Pa3BUTHSI CHHIPOMA Y JIMILI, UMEIOIIUX UHBIE (PAKTOpBI pucka TpomMO03a
(Bo3pacrt, Al, caxapusbiii quadet, noseieHue xonectepuna JIITHII, camkenue xonecrepuna JITIBII,
KypeHHE, HacaeACTBEHHbIE TPOMOO(DUIINY, OITYXO0JIH, MUKPOATIbOYMUHYPHS, OPAJIbHbIE KOHTPALICIITUBBI,
He(DpOTHUECKUI CUHAPOM, UMMOOUIIU3ALIMS, XUPYPTUUECKUE BMELIATENbCTBA, KITyOOUKOBask (DUIIbTpaALIMS
MeHee 60 B 1 mut), HO 0003HaYaTh UX B OTAEIBHON pyOpHUKe.

3. Knaccudummposats jmir ¢ AOC B 3aBUCUMOCTH OT J1a0OPATOPHBIX MOKa3aTeNiel Ha CIEeIyIONe
KaTE€rOpUH:

kateropusi | — Hanuuue Oosiee 0JHOTO J1a0OPATOPHOTO KPUTEPHS;

Kareropus 2A — npu BbISBIEHAN TONbKO BAK;

kareropus 2B — mipu BbIsiBIIeHHH TOJIBKO aKJI;

kateropusi 2C — MpH BBIABIECHUU AHTUTEN K 2[3 -ITIMKOIIPOTEUHY I.
4. He paznenste AOC Ha nepBUYHBIA U BTOPUYHBIN.



JleyeHue

[Mpn BbicOkOM ypoBHe adJ1 6e3 knuHmnveckux npusHakos APC n oTCyTCTBUM (pakTOpPOB puUcka, B
TOM 4ucne y 6epeMeHHbIX XeHLWmMH 6e3 akyLepcKkon naTonormm B aHamHese, npodunakTuka
TPOMOO30B 3aKSo4aeTCa B NpUeme aueTurcanmumnoBon KUCoThl B HU3KKX gosax (75—100
Mr/CyT) 1 TWaTenbHOM guHammnyeckom HabnogeHun [10].

Hanwnuue BbicokonosntmeHbix adJl (Ig G>65 GPL; Ig M aKJ1 >45 MPL) y nauneHToB 6e3
KNUHnYecknx nposisneHnn AGC accoumnmnpyeTcsi Co 3Ha4YnTENbHbIM PUCKOM TPOMBOOBpasoBaHUs U
TpebyeT NnpoBegeHUs KOMOMHMPOBAHHOM Tepanuu aLeTuncanmumniIoBOn KUCIOTON B MasibIX 403ax
(75—100 mr/cyT) n rugpokcuxnopoxuHom (200 mr/cyT) [9]. lNpumeHeHne rmapoKCUxXnopoxmHa, no
pesyrnsTaTam BbIMNOMHEHHbLIX UCCIEAO0BaHUN, 3HAYUTENBHO CHUXKAET PUCK TPOMBOTUYECKMX
OCMOXHEHWI, YTO 0BYCNOBNEHO €ro NPOTUBOBOCMANUTESbHBIM, MMNONNMNAEMUYECKUM U
aHTUTPOMOBOTUYECKNM (3a CHET NodaBneHns arperauuu u agresnm TpomooLMTOB, YMEHbLLIEHUS
pa3smepa Tpomba) acbdektamu [9]. AHTUTPOMBOTMYECKOE OENCTBUE MMOPOKCUXITOPOXMHA
NOATBEPXAEHO MPU 3KCNepUMeHTarIbHOM MOAENMPOBaHUN TPOMOO3a Y MbILLEMN,
nHayunpoBaHHoro BeegeHnem adJ1 yenoseka [10]. MI3BECTHO, YTO XOPOLLMIA AHTUTPOMBOTUYECKNIA
npenapaT obnagaert n NpoTMBOBOCNANUTENBbHbLIM AEACTBMEM. YPOBEHb BOCNANMUTENbHbIX
LMTOKNHOB (MHTepnenknHa-10 n daktopa Hekposa onyxonun) y 6onbHbix CKB, npnHnMaBLimnx
rMOPOKCUXNOPOXUH 3 MecC 1 Bonee, BbIN JOCTOBEPHO HMXKE NO CPABHEHWIO C KOHTPOSBHOM
rpynnowu.

TakTuka BeeHns NauneHToB C BbICOKUM ypoBHeM adJl, Hanndnem pakTopoB pucka u
OTCYTCTBMEM KNMHNYECKMX nposirieHnn APC 3akniovaeTcsa npexae Bcero B yCTpaHeHUn
NoTeHUMarnbHO KOHTpOnMpyeMbix pakTopoB pucka. PekomeHayeTca oTka3aTtbCs OT KypeHus,
XEHLLMHaM UCKIIOYNTL NPUEM 3CTPOreHcoaepXxallux JiekapCTBEHHbIX NpenapaTtos, NPy Hann4mm
Al — nopgobpaTb ageKkBaTHYIO MTMNOTEH3MBHYIO TEPanuio, a Takke CHU3UTb akTUBHOCTb
3aboneBaHus, Ha (poHe KoToporo passuncs ADC.



