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Pexomenaanuu no jeyeHu0 aHTH(GHOCPHOoIUNUIHOr0 CHHAPOMA
Pemernsik T.M.

Antudochomumuausiii  cuapom  (ADPC) - CHUMOTOMOKOMIUIEKC,  BKIIOYAIOLIHUIA
pelUIUBHPYIOIKUE TPOMOO3bl (apTepUaabHBIA H/WIM BEHO3HBIH), aKYIIEPCKYIO TAaTOJIOTHIO
(dame CMHAPOM TOTEPH IIJI0JIa) M CBSA3aH ¢ CHHTE30M aHTH(ochomunuaabix anturen (adJl):
anTukapauonunuHoBeIX aHTtuten (aKJI) wm/mnm BomyanouHoro antukoaryisHTa (BA), w/mnum
antuten kK P2-rmukornporend | (antu-p2-I'Tl 1). ADC sBusercs MOAEIbIO ayTOMMMYHHOT'O
TpoM003a U OTHOCUTCS K PHOOpETeHHBIM TpoMOopmiusim [1,2].

Kon MKB 10 - J168.8 ( B pasgene apyrue HapylleHHMsi CBePTbHIBAHUSI KPOBH;
KOAryJisiiuOHHbIE 1e()eKThl, CBSI3aHHbIE C HAJTHYUEM «BOJTYAHOYHBIX AHTHKOATYJISIHTOB)

000.0 cnoHTaHHBIE NPU NATOJOTHYECKO OepeMEHHOCTH)

I[narnocnmecmle KPpUTEPHUHA

Taoauua 1. luarsoctudeckue kpurepuu ADOC [2]

Kaunndeckue KpUuTepumn:

1. Cocyaucrbiii TpoM003

OIII/IH NI 60.]'[66 KIIMHUYCCKUX 3IIN3010B apTepI/IaJII)HOFO, BCHO3HOI'O UJIn TpOM603 MCIIKHUX
COCYJIOB B JIFO0O# TKaHU Wi opraHe. Tpom003 T0JKEeH ObITh MMOATBEPIKIACH BOCIIPOU3BEICHHEM
M300paXCHUSI WITU JIONTUICPOBCKUM HCCIICIOBAaHUEM WIIH MOP(OITOTHYECKH, 38 UCKITIOYCHHEM
MOBEPXHOCTHBIX BEHO3HBIX TPOMO030B. Mopdonorniueckoe moATBEPKIASHUE TOJKHO OBITH
MPEJICTaBICHO 0€3 HATMYHsI 3HAYUTEIIBHOTO BOCTIAJICHUS] COCYIUCTOW CTEHKH.

2. ITaToJsiorusi 6epeMeHHOCTH

a) OJIMH Wi OoJiee ciiydaeB BHYTPUYTPOOHOH rudenu Mop(oaoruieck HOpMaJIbHOTO TUI0a
nocine 10 Henenb rectanuu (HopMaiabHbIe MOPGOIOTUYECKUE PU3HAKH T1J10]1a
JIOKYMEHTUpOBaHbI Ha Y3V uinu HenocpeCTBEHHBIM OCMOTPOM IUIOAA) UIIH

0) ouH UM OoJiee cilydaeB MPEXIECBPEMEHHBIX POOB MOP(OIOrHUECKH HOPMAIBHOTO IJI0/a
710 34 Hezenb recTalluy U3-3a BBIPaKECHHON IPEIKIAMIICUH WITU SKJIAMIICHUH, WJIM BBIPaKEHHOU
IJIALEHTAaPHOU HEOCTATOYHOCTH HUIIU

B) TpH WK 0OJiee TOCIIeIOBATEIbHBIX CIIy4aeB CIIOHTAaHHBIX abopToB 10 10 Hemenb rectanuu (
UCKITIOYCHHE — aHATOMUYECKHe Ae(PEeKThl MaTKH, TOPMOHATbHBIC HAPYIICHUS, MATEPUHCKUE HITU
OTIIOBCKHE XPOMOCOMHBIC HAPYIIICHHUS)

JlabopaTopHble KpuTepuu

1. AnTutena k kapauonmunuHy 1gG wim IgM M30THIOB, BBISBISIEMBIE B CHIBOPOTKE B
CPeIHMX WJIM BBICOKMX THUTpax, MO KpaiiHeill Mepe, 2 pa3a B TeueHHe 12 Hen, ¢ MOMOIIbIO
CTaHJAPTH30BAaHHOTO NMMYHO(EPMEHTHOTO METO/Ia.

2. AntHrena x B2-rmukonporenny | 19G w/unu 1gM u3oTumn, BhISBIsIEMbIE B CHIBOPOTKE B
CpPEIHMX WJIM BBICOKMX THUTpax, IO KpalHed mepe, 2 pa3a B TE€YEHUHM 12 HeX, C MOMOIIbIO
CTaHJAPTU30BAaHHOTO HMMYHO(DEPMEHTHOTO METO/Ia.

3. BoyrqaHOUHBI aHTHKOATYIISHT B IJIa3Me, B JIBYX WJIH 0OJiee CITydasX MCCIETOBAHHS C
OPOMEXYTKOM HE MeHee 12  Hemenb, ONpeAENseMbIl  COTJACHO  PEKOMEHIAIMsSIM
Mexnaynaponnoro OOmectBa Tpomb6o30B m I'emMocTtaza (ucciemoBaTeNbCKas TpyIa 0
BA/dochonunua-3aBUCUMBIM aHTUTEIaM)




a) yJUIMHEHUE BPEMEHHU CBEPThIBaHUS IJ1a3Mbl B (OC(HOINITNA-3aBUCUMBIX KOAT'yJIOTHYECKUX
tectax: AIITB, KBC, nporpoMOGrHOBOE BpeMs, TECTHI ¢ siiaMu Paccena, TekcTapuHOBOE
BpeMs

0) OTCYTCTBHE KOPPEKIUH YAJMHEHUS BPEMEHU CBEPTHIBAHUSI CKPUHUHTOBBIX TECTOB B
TeCTaxX CMEIIMBAHMS C JOHOPCKOW IIa3MOU

B) YKOPOUYCHHE WU KOPPEKIUS y/UTMHCHUS BPEMEHU CBEPTHIBAHMSI CKPUHUHTOBBIX TECTOB
npu jgo6aBieHnn HochoNnunumIoB

1) MCKITIOYEHUE JPYrUX KOoaryyionartui, kak, Hanpumep naruouropa VI gaxropa cBeproiBanus
KPOBH WM renapuHa (yUIMHAOIMX (ochOIUINI-3aBUCHMbIE TECThl CBEPTHIBAHUS KPOBH)

Ilpumeuanue. OnpeneneHHslii ADPC nuarHocTHUpyeTcss NPU HAJIUYHUH
OJTHOTO KJIMHUYECKOTO M OAHOTrO cepojiornyeckoro kpurepus. ADOC ucknrogaercs
ecin MeHee 12 Hexenb win Oosiee 5 ner BoABstoTca adJl 6e3 KiIMHMUYECKUX
MPOSIBICHUN WM KIMHUYecKue nposisienus 0e3 adJI. Hannune BpOXACHHBIX WU
npUoOpeTeHHBIX (PaKTOPOB pucka TpoMO030B He uckiaodaer ADPC. bonbHbie
JOJDKHBI OBITh CTpaTU(PUIMPOBAHBI C a) HATMYUEM U O) OTCYTCTBUEM (PAaKTOPOB
pucka TpoM0030B. B 3aBucumMoct OoT mo3uTuBHOCTH 1o adJl pexoMeHI0BaHO
pasnenars OonbHbIX ADC mo cienyromuM kateropusM: 1. BbIsBIEHHE Oolee
oJHOro jabopaTtopHOro mapkepa (B jro0oi komOuHanmu); lla. Toasko BA; IIB.
tonbko aKJI; Tonpko aHTHTENA K B2-TIMKOTPOTEHHY | .

Onpenenéunpiii npopuns adJI moxeT ObITh HIAESHTU(DULIHUPOBAH Kak
BBICOKHH WJIM HU3KUW PUCK JJIS TTOCTSAYIONTUX TpPOMOO30B

Tabmuua 2. BpicokMii W HH3KMM puUCK Hamuuus pasnuudelx  adJl s
noceayonmx TpomM60308 [3]

Bricokuii puck

[To3UTUBHOCTD 1O BOJIYaHOUYHOMY aHTHKOAryssHty (BA)

[To3utuBHOCTH TPEX THMOB aHTU(HOCHOMUIUAHBIX aHTUTeN (BA + aHTHUTEN K KapANOIUIINHY
(aKJI) + anTH-B,. rmukonporenHal anturena (a- B2.I'TI1)

M3onupoBaHHas MOCTOsIHHASI NO3UTUBHOCTH 110 aKJI B BBICOKHX M CPETHUX YPOBHSIX °

Huskwuii puck
M301upoBaHHOE EPUOANYECKH NOBBIIIEHHE Kaxk10ro u3 adJI B cpelHUX U HU3KUX YPOBHSX

*UccnenoBaHo TONBKO Il CUCTEMHO kpacHoii Bomuanku (CKB)

Pekomenpanuu  rpagydpoBaHbl  COrlacHO cuctemMe AMepukaHnckoit — Kommernn
TopakaibHbIx Bpaueir (American College of Chest Phisicians (ACCP) [6]: cuia pekomeHganuit
MCXOJHUT U3 COOTHOIICHHS PHCK/TPEUMYIIECTBA: KiacC l: «CHIbHAsS» PEKOMEHIANHUS = «MBI
peKoMeHIyeM»; Kiacce 2 «cnabash peKOMEHIAIMs = «MbI CoBeTyeM». KauecTBO J0Ka3aTenbCTB

TpadyupyeTrcd @ HAYYHBIC HJOKa3aTCIIbCTBA BBICOKOI'O Ka4YCCTBa :A; CpCAHCTO Ka4YCCTBa :B;




HU3KOTO WJIM O4YeHb HHU3KOro kadectBa = C, TakuM 00pa3oM mMeeTcs 6 BO3MOXHBIX KJIAaCCOB
pexomenpanuii: 1A ; 1B; 1C; 2A; 2B;2C.

JAudpdepenunanbubiii guarno3 A®C 3aBUCHT OT HMMEIOLIUXCS KIMHUYECKHUX
nposiBieHU. ViMeeTcst psJl reHeTHYECKU IETEPMUHUPOBAHHBIX M TPHOOPETCHHBIX 3a00I€BaHU,
KOTOpbIE TPHUBOMIT K PEHUIMBHUPYIONICH moTepe OEpEeMEHHOCTH, TPOMOO3IMOOITMYECKUM
OCJIO)KHEHHUSIM MJIH OJJHOBPEMEHHO K TeM H JApyruM (Tadu. 3).

Tabnuua 3. AudPpepeHumanbHaa AUMarHoOCTUKa
aHTudgocchonmnuaHOro cMHApoMa

3a0o1eBaHus ‘ Kiannnueckue MMPOABJICHUA
Cucmemnvie BACK)iumasl
VY3enKOBBIN NOJIUAPTEPUAT CJI, nuctanbHasi TaHTpeHa KOHEYHOCTEH, S3BbI KOXKH,
HEKpo3bl KoxH, nopaxenue [IHC, mouex
O6nuTepupyromui TPOMOOAHTUUT PenmnuBupytommii MuUrpupyoonmii gpuedur,
(6one3ns broprepa—Bunusaptepa) JMCTalbHasl TaHIPEHA KOHEYHOCTEH, S3BbI KOXKH,

HEKPO3 KOXKHU, HHPAPKT MUOKap/Ia, TPOMOO3 COCYIOB
Opbokeriku, nopaxenue [THC

['eMopparuueckuii BACKyJIUT I'emopparuueckue BhICHIIIAHUS Ha KOXKE, S3Bbl U
HEKPO3 KOKU, NOPAKEHHE TIOYEK

Bucounsriii aprepuut (6one3nbp XopTona) | Tpom003 apTepuii ceTuaTKu, rOJIOBHBIE 00N

Hecnenmuduyeckuit aoproaprepuut CuHIpOM AYTH aOpThl, TOpaXKEHHUE KJIAIIAHOB cepALla
(6one3nn Takasicy)
TTII (6one3np MormkoBuiia) PeunuBupyroiye TpoM0O03bl COCYI0B PA3IMUYHOTO

KaJ'II/I6pa, TpOM6OI_[I/ITOHeHI/IH, TeMOJIMTUYCCKAasA
AYTOMMMYHHAsA aHCMU S

I'eMOIUTUKO-ypEMUUECKUN CUHAPOM PenmnuBupytomuye TpoMO03bl COCYI0B Pa3IUYHOTO
KanuOpa, mopakeHre MoYeK, TeMOJINTUYECKast
aHeMUs1, FeMOpparuu

KosxHblil BacCKynuT SI3BBI M HEKPO3BI KOXKH, JINBEJ0-BACKYJIUT

Peemamuueckue 3avonesanusn

Octpas peBMaTH4eCcKas JIUXOpaaKa dopmupoBaHue MOPOKOB cep/ilia, TPOMOO3bI COCYI0B
pasznuunoit nokanuzanuu (yame [[THC u
KOHEYHOCTEH) 10 MeXaHU3My KapAHOTeHHON

TpoMOOIMOOITUHU
CKB Tpom603b1, reMaToNOTrH4YeCKie HapyIIEHUs, TUBEJI0
Cxruepoaepmust JluBeno, nuctanbHasi TaHTPeHa KOHEYHOCTEM, SI3BBI
KOXU
Tpomoboghunuu

HaCJ'ICI[CTBCHHBIC (B pe3yiibTare MYTaI_[I/Iﬁ PCLII/I,Z[I/IBI/IPYIOH_IHC Tp0M603LI COCYOB pa3JIMIHOTO
CBCPTHIBAIOIIHX (baKTOpOB, IJIa3MECHHBIX Ka.]m6pa " JIOKaJIM3alluH, KOXKHBIC A3BbI
aHTI/IKanyHSIHTOB)

JABC-cunapom TpoMO0IMOOTUYECKHE OCIIOKHEHNUS,
TPOMOOIIUTONICHHUSI, KOXKHBIE SI3BBI

Hnghexyuonnvie 3a60n1e6anus

TyGepkyne3, BUpYCHbIE T€aTUTHI U JP. ‘ Tpom60sMO0IMH, TOTIEPEUHBII MUETTUT, TUBEI0




JubdepeHnnanbHpii TMarHo3 ¢ TPOMOOIMOOIMUESCKUMH 3a00JICBAaHUSIMU 3aBUCHT OT
BOBJICYEHHOT'O COCYAMCTOTO JIoXka (BEHO3HOTO, apTEPUATBLHOTO WIIH 000UX ).

[Ipy BEHO3HBIX OKKIIO3USAX, €CIH OMPENesieTCs TOJBKO BEHO3HBIH TpPOMOO03 WIH
TOJIA, B kpyr nuddepeHImanbHOro 1Marno3a BKIFOYaroT:

® [pUOOpETEeHHBIC U TeHETHYECKHEe TPOMOO (U,

e jedekTol GUOPUHOIN3A;

® HEOIUIACTUYECKUE M MUENIONpoaudepaTUBHbIE 3a001€BaHMS;
e HeppOTHUECKUI CUHAPOM.

Jlua ¢ BEHO3HBIMH TpoMOO3aMH MoOJIOkKe 45 JIeT ¢ Halu4ueM pOJCTBEHHUKOB |
CTEMEeHH POJCTBA C TPOMOO3aMH B MOJIOJIOM BO3pPACTE JIOJKHBI UCCIIEIOBATHCS Ha T€HETUYECKE
TpoMOodrimu. Ha ceromnst sicHo, uto uccnenoBanne adJl cnemxyeT mpoBOIUTE MPU HEKOTOPHIX
SHIOKPUHHBIX 3a00JeBaHUsIX: O00Je3Hn AjaucoHa u runonuryutapusMme (cunapome llluxena).
XoTs yka3aHHe Ha BEHO3HBII TpoMmOO03 sBISIETCS MOKa3aTelieM TpoMOO(UINYEeCKOro cTaTyca, B
TO € BpPEMSI HEKOTOpbIE COIYTCTBYIOIINE KIMHUYECKUE MPOSBICHUS MOTYT OBITh NMPU3HAKOM
CUCTEMHOTO 3a00JIeBaHus ¢ 00JIee BBICOKUM PHCKOM BEHO3HOTO TpoMOo3a. Hampumep, ykazanue
B aHaMHe3€ Ha OOJIC3HEHHBIC S3BBI CIM3UCTBIX BO PTY UM F€HUTAIHUSAX y MOJOJBIX MAIMEHTOB C
BEHO3HBIMH TpPOMOO3aMHU JIOJDKHO HaBOJWTh Ha nuarHo3 Oosiesnn bexuera, mpu KoTopou
nono6no ADC nopaxarorcs cocybl JII000ro Kaauopa.
[Ipu BBISIBIEHHH TpoMOO3a TOJBKO AapTEPHAIBHOTO pYyClia HCKIIOYAIOTCS
cienyroiye 3a001eBaHuUs:

®  aTepoCKIIEPO3;

e oMOonuu (Ipy MepLAaTeIbHOW AapUTMUHM, MHUKCOME MpeACcepAus, HHAOKAPAUTE,
X0JIECTEPOJIOBBIE AMOO0IIBI), MH(DAPKT MHOKap/ia ¢ TPOMOO30M KEIyJ0YKOB CEeplIa;

e JexoMIpeccuoHHble cocTossHus (KecconoBa 0osne3Hs);

e TTII/reMONUTUKO-YpPEMUUECKUN CUHIPOM.

Ocob6oro BHMMaHUs TpeOyIOT MOJIOJbIE MALMEHTHl ¢ MHCYJIBTaMH, y KOTOPBIX Ooiiee
yeM B 18% cnyuaeB BbuBisitorcss a®JI B kpoBu (KanmamnukoBa JI.A.). Hexotopsie adJl-
MO3UTUBHBIE OOJbHBIE MOTYT HUMETh KIMHUYECKUE TPOSBICHHS, CXOJHBIE C paCCESTHHBIM
CKJIEPO30M, KOTOpBIE SBIISIIOTCS CIIEJCTBUEM MHOXECTBEHHBIX IepeOpanbHbIX HH(APKTOB,
HOATBEPXKIEHHBIX MeTogamu HelpoBuzyanuzanuu (MPT). ITono6usiii Tun nospexaenus LTHC
OTMEYAeTCsl TpPH PACCETHHOM CKIepo3e U IepeOpalbHONH  ayTOCOMHO-AOMHHHMPYIOLIEH
apTepUONaTUU C MOJKOPKOBBIMU HH(papKTamMH M JelkosHuedaronatueid. OTUX MalUEHTOB
HEO0OXOUMO TILATENBHO pacclpaliuBaTh O HAIMYUHU B CEMbSIX POJICTBEHHUKOB C HHCYJIbTAMH U
JIEMEHIINEeH B MOJIOJIOM Bo3pacte. [Ipu mccrnenoBaHuu ayTONCUi MOJAOOHBIX CITydaeB HaXOJSAT
MHOXECTBEHHbIE TITyOOKHE MenKue HH(MapKThl Mo3ra U audpdy3Hyro JeidKkosHIehanonaTuio.

JlaHHbIi reHeTHYecKuit edexT cueruieH ¢ 19-it xpomocoMoii.



[Ipu

COYCTaHHBIX

TpoMO03ax

QG epeHIMaIbHOr0 IMarHo3a BKIIOYAr0TCS:

(apTepuanbHOTO

U BEHO3HOTO0) B

Kpyr

e HapymeHus B cucreme GpuOpuHonmza (nuchuOpuHOreHEMUs WM AehUIIUT aKTUBATOpa

MJIa3MUHOTEHA);

® TOMOLHMCTCHHCMMUA,
o MI/IeJ'IOl'IpOJ'II/I(bepaTI/IBHI)Ie 3360J’I€BaHI/I${, IOJIMIUTEMHUA,
¢ J[IapaAdoOKCaJIbHasA HOYHAs I‘eMOI‘J'IO6I/IHypI/I$I;

® THUIICPBA3KOCTb

KpOBH,

Hanpumep,

CCPIIOBUAHOKIICTOYHAA 00JIe3Hb U T.O.,

® BAaCKYJIUTHI,

® [apaJOKCAIbHBIN YMOOIN3M.

npu

MaKpOTrI00yIMHEMHUH

Banbactpema,

[Ipu coderaHun pPEUUAUMBUPYIOIIMX OKKIIO3UKA MHUKPOLMPKYISITOPHOTO pycia ¢

TpoMOouuTonenue auddepeHuanbHbIl  TUarHo3 MPOBOJUTCS MEXKAY TPOMOOTHYECKUMU

MHUKpOaHTHOMaTHsAMU (Tab. 4).

Tabnuua 4. OCHOBHbIE KITMHMYECKME N NabopaTopHbIE NPU3HAKN, CBA3AHHbIE C
TpombouunToneHmen npu aHTUPOCHONNNUAHOM CUHAPOME U TPOMBOTUYECKMMN

MUKpOaHrmonaTtnamMm
Ipusnaku ADC KA®C TTII JABC
Bogineuenue mouek +— + + +— +—
Bogsneuenune [THC +— + + ++ +
ITonuoprannas +— ++ ++ -
HEJI0CTaTOYHOCTD
I'emopparuu -—— + + ++
AHTHTENA K +— +— S -
TpoMOoITUTaM
[Ipsimas peakuus +— +— - __
Kym0Oca no3utiBHa
IIucronuTsl —— +— + + +—
I'unodgubpunorenemus | — — + - —— + +
V uminenne AYTB +— +— - ++F
1D - — +— [ + +
['mmoxkommementemus | + — +— = __5
AHD+ + — + — __# __5
adJI+ ++ ++ -+ _ s
Ilpumeyanue:  ADOPC  —  aumugocgorunuonvii  cunopom, KADPC  —

kamacmpoguueckuti AQC, TTI — mpombomuueckas mpomboyumonenuueckas nypnypa, JBC
oucceMuHupoganroe 8Hympucocyoucmoe ceepmoiganue, AUTB AKMuBUPOBaAHHOE
yacmuyrnoe mpomoboniacmunogoe epems, I1JJd — npodykmul deepadayuu pubpunocena, AHD
— anmuHykeapuwii pakmop, a®JI — anmughocghonunudonvie anmumena.
*ompuyamenvHolii  mecm  cmewusanmus — (npu  onpeoeneHuu
AHMUKOA2YNAHMA,).
NO3UMUBHBIIL MeC CMEeWUBanus (npu onpedeieHul 6014aHOYH020 AHMUKOA2YIAHMA).
*TTII moxem 0vimo accouuuposaria ¢ CKB.

$ABC moxem 0vimb accoyuuposar ¢ KADC.

BOJIYHAHOYHO20



Hudbdepennmanbupiii guarno3 Mmexay ADOC u TpoMOOTHYECKUMH aHTHOTIATUSIMH YacTO
cioxkeH. Heo0XoaMMO y4uThIBaTh, YTO HE3HAYMTENbHAs TpomOouuTorneHus npu APC moxer
OBITh CBfi3aHA C aKTHBAaLWEH TPOMOOIMTOB M HMX MOTPEOJICHHEM; MHOTHE KIMHHYECKHE U
nabopaTtopHbie nposiBiaeHus MoryT ObITh o0mmmu it CKB u TTII. TTII moxer pa3BuThes y
6onbHbIX CKB 1, Hao6opot, a®JI moryt 06Tk iput TTII, reMOUTHKO-ypEMUYECKOM CHHAPOME
u HELLP-cunnpome, a IBC ormeuaerca npu KADC. Uccnenoanue adJl kak CKpUHUHTOBBIX
TECTOB MMOKA3aHO MAaLMEHTaM ¢ TPOMOOIIUTONIEHHEN HEICHOTO reHe3a, 0COOEHHO OEpeMEHHBIM C
TPOMOOLIUTONIEHUEH, KOTJa PHUCK pa3BUTUS TeMopparuii u3-3a TPOMOOIIMTONEHUM U PHUCK
TpoM6o03a u3-3a adJI yxyamaer ucxos, Kax y mioja, Tak 1 y MaTepHu.

KoskHble posiBIIeHUS, Cpel KOTOPBIX HanboJiee 4acToe JIMBEI0, MOKET HMETh MECTO
IIPU pa3IMYHbIX pEBMAaTHUECKUX 3a0oiyieBaHUsAX. boiee Toro, KoxKHbIE HEKPO3bl, KOXKHbIE S3BbI,
M3MEHEHHE OKPACKH KOXKHU OT OJIETHOCTU J0 MOKpacHEHUs! TpeOyeT UCKIIOUEHUS U CHCTEMHBIX
BaCKYJIMTOB, a TaKK€ BTOPUYHBIX BacCKyIuTOB Ha (poHe mHbekuuil. ['aHrpeHo3Has muoaepmus
TaK)K€ 4acTO SBJIAETCS KOXKHBIM MPOSIBIEHHMEM CHCTEMHBIX pEBMAaTHYECKHX 3a00JeBaHMM, HO
UMEIOTCSI COOOIIICHUS CITyJaeB.

[laTonorus kimamaHoB cepana TpeOyeT HCKIIOUEHUs WH(EKIMOHHOTO 3HI0KapauTa,
XPOHUYECKOW peBMAaTUYECKOW muxopanku. B Tabmume 5 w 6 mnpuBeneHbl MPHU3HAKU,
BCTpeUaroUIyecs: Ipu 3TUX martojorusax. Kak BUAHO, HMMeeTCs pPsA CXO0XKHUX IPU3HAKOB.
PeBmarnueckas nuxopaaka (PJI) u A®C — nBa 3a0osieBaHus CO CXOJHOW KIMHHUYECKOMN
KapTuHOU. [lyckoBbIM (akTopoM B 0o0eux maronorusx ssisercs uHexuus. [Ipu PJI nokazan
WH(QEKIIMOHHBIA areHT — [3-TeMOJIMTUYECKHI CTPENTOKOKK TpymIbl Streptococcus pyogenes.
MonekynsgpHasi MHUMHUKpUS MEXIy MHUKPOOOM U MOJEKyJaMd TKaHHM cepjia OOBACHSET
sTHosioruto 3aboneBanusi PJI, monoGHble MexaHu3mbl uMmeroT mecto U npu ADPC. Cpoku
pa3Butus 3a0oneBanus nocie uHpekuu npu PJI u AD®C pasnsie. PJI unaynupyercs B nepBbie
TPU HEJENH TMocie WHQEKIHH, UMEeTCsl 4YeTKas CBsI3b C IEPEHECEHHOM CTPEenTOKOKKOBOM
uH(pekuuei, Toraa kak npu ADC OONBIIMHCTBO CIy4aeB pa3BUBAETCA M0 MEXaHU3MY «yAap U
npober», T.e. pa3BUTHE 3a00JIEBaHUE OTCPOUEHO BO BPEMEHH. XapaKTep MOpa)XKeHUs KIIalmaHOB
cepaua takxke paznnueH. [Ipy ADC cTeHO3bI KIIAMaHOB PAa3BUBAIOTCSA PEAKO W, B OTIWYHE OT
PEBMATHYECKOTO CTE€HO3a, y 3TUX OOJIbHBIX, MO HAIIUM JIaHHBIM, HE OTMEYaJlOCh CIHAasHUS
KOMHCCYp, CYKEHHE OTBEpCTHS OOYCIOBIMBAIOCH OOJBIIMMH TPOMOOIHAOKAPIUAIBHBIMU
HAJIOKEHUSIMU U iehopMaliveil CTBOPOK.

Ta6bnuua 5. AncddepeHumnanbHbii AMArHo3 NOPaXKeHUs KJ1anaHoB
cepaua npm aHtTugochonMnMaHOM CUHAPOME, PEBMAaTUUYECKOW JINXopaakKe u
MH(pEKLUNMOHHOM 3HAOKapAUTE

Ipusnaku ‘ ADC ’ PeBmaTnyeckas ‘ NHpekunoHHbIN




JUX0PaaKa IHAOKAPAUT
Jluxopajaka +/— +/— +
JlefikonnTo3 — — +
CPb — — +
IloceB kpoBu — — +
adJI + — —
9x0-KTI’ Huddysznoe OrpanuyeHHOE OrpaHuYeHHbIE
YTOJIIEHUE WU YTOJIIIIEHUE KJIallaHa C | HAJOKEHUS Ha
JIOKaJIbHOE CpeHeH BOBJICUCHUEM pescepIHOM
YacTH CTBOPKH WIIH BEpXHEH YacTu, MOBEPXHOCTHU WJTH
OCHOBaHUS €€ YTOJILEHUE XOPJbl U | AOPTAIIbHOM, UITU
CIUSIHUE, peJIcePIHO-
KanbIu(pUKaLUs KEITyT0YKOBOM C
KJIalaHa pa3pbIBOM KJlanaHa

Ta6bnuua 6. Cxoxxue nposiBsieHns aHTugochonMnuaHoro cMHApoMaun
ocTpou peBMaTunueckoun nuxopagkou (OPJ1) (Blank M. u coasr., 2005)

IpuzHaku OPJ1 ADC

I[eq)opMauHH KJIaIIaHOB cepara + +

['ucronorus Amog-Tanaesckue ®ubpo3 (komiarex 1V)
I'PaHyJIEMBI

Jleuenue IIporesupoBanue knanana | [IporesnpoBanue kiamnana

[Topaxenne [THC (xopes) + +

Nudexuus + +
Streptococcus pyogenes Streptococcus pyogenes u

Jp.

MoutekyiisipHas MUMHUKPUS + +

WNudunbTpanus TkaHei +, +,

muMdonuTamMu BKyro4as T, BKitouas T, pearupyromue
pearupytromue ¢ M- c B2 I'Tll
IIPOTEUHOM KIIETKH

HLA DR7+, DR53, DRB1*04, | DRB4*0103(DR53),
DQA1*03 DM*0102

Jleno3uTsl KoMIIEMEHTA + +

DKCIpeccust MOJIEKYJT aATre3un VCAM-I ol-uHTerpuH

AHTHTENA M-npotenny u Muo3uny, | B2 I'TIl K KapAUOIUIUHY U
GIcNA, namununy, 2 IPOTPOMOUHY, AaHHEKCUHY-
I'TI1 V, M-niporenny

Axymepckass maronorus ADC Ttakxke TpeOyeT TabOpPaTOPHOrO MOIATBEPKIACHUS U
WCKIIFOUCHHS JPYTUX MPUYUH MOTEPH OCPEMEHHOCTH. DTO M TEHETHYeCKHe TpoMmOodumuu, u
BOCIIAJIUTENIbHAS MAaTOJOTHSI TIOJIOBBIX OopraHoB. AMDJI MOTYyT BBISABISATHCS NPH WH(EKITMOHHBIX
3a00JICBaHUAX B HHU3KUX WM CPEIHUX TO3UTHBHBIX YPOBHSIX, a JUIS HCKIIOYCHHS CBSI3H C
uH(pekrel HeoOXouMbI TOBTOPHBIE HcchnenoBanus adJl yepes 12 Henens.

B 3axmtouenue cnepyer momadepkHyTh, 4To ADC — 3TO aHTUTEIIOMHIYUHUPOBAHHBIN
TpoMOO3, OCHOBOW JHMarHo3a KOTOPOTO Hapsay C KIMHUYECKHUMH TIPOSBICHUSIMH SIBIISETCS

00s13aTeNIbHOE HAJIMYME CEPOJOTMUECKUX MapKepoB. AKymiepckyto mnartojoruio npu ADPC




CemMyeT paccMaTpUBaTh Kak TpOMOOTHUYECKOe ocioxHeHue. OmHokpaTHoe uccienoBanue adJl

HE T03BOJIsIeT BepuduimupoBars nin uckiiountsh ADC.

Pexomenganuu no segenuio 60ababix ADC ¢ Tpomooszom
1. Benenue manuMeHTOB C  apTePUAIBHBIMH  W/MIUM  BEHO3HBIMHU
TpomOo3amu 1 adJI, He HAOMPAIOIIUX KPUTEPUN JIJI1 TOCTOBEPHOTO
A®C (ceponormyeckne MapKEpbl B HHU3KUX YPOBHSX), HE
otnuyaetcsi ot BeneHus adJl HeraTuBHBIX OOJNBHBIX C MOJOOHBIMU
TPOMOOTHUYECKUMH UCX0aMHU (YpOBeHb noka3aTenbcTBa 1C)

Kommenmapuu. Jlanabie CHCTEMHOTO 0030pa CBUIAETEIHCTBYIOT, YTO MAIUEHTHI C
BEHO3HBIM TpoMOodMOomm3Mom u adJl, gaxke ecnu OHM HE HaOUpaloT
nabopaTopHble Kputepuu st auarHo3a ADC, jedyeHHe aHTUKOAryJssHTaMH HE
OTJIMYACTCS OT BEJACHMS OOJBHBIX ¢ TpomOo3amu, He cBs3aHHbIMU ¢ adJI [7,8].
OOBIYHO BHAYaJIE HA3HAYAIOTCS TEMapUHbI: HePaKIUOHUPOBAHHBINA (OOBIYHBIN),
WM HU3KO-MOJIEKYJISIPHBIC , HITH TIEHTAacaxapybl, C MOCISAYIOMUM TIEPEBOIOM Ha
npuém antaronuctoB Butamuna K (ABK) (Bapdapun).

2. PexomennoBano OonpHbIM c omnpenenéHabiM AD®C u  nepBbIM
BEHO3HBIM TPOMOO30M Ha3HAUYE€HHE AHTAaroHWCTOB BuTamuHa K
(ABK) Cc L[EJICBBIM 3HAYECHUEM MEKTYHAPOIHOTO
Hopmanu3oBaHHoro otHomenuss (MHO) B mpegemax 2,0-3,0

(ypoBenb noka3zareincrBa 1B)
KommenTapun. B aByx knuHudeckux uccinenoBanusx [9,10] 6p1U10 moKa3aHo, YTO
BBICOKO-MHTCHCHBHBIM ypoBeHb (MHO>3,0) rumokoaryinsuuu HE MPEBOCXOJUT
cranaaptHeiii ypoBenb (MHO 2,0-3,0) B npodunaktike peuuauBa TpombdO3a U
aCCOIIMHUPOBAJICS C O0JIee YaCThIMU TeMOPPArnYeCKUMH OCIOKHEHUAMH. B ogHOM
u3 pabor [11] mO CpaBHEHHIO JBYX PEKHMOB BBICOKO-MHTEHCHBHOTO H
CTaHJAPTHOTO, OBbLJIO TOKa3aHO YTO BBICOKAS MHTEHCHUBHOCThH THUIIOKOATYJISIIIUU
aCCOLIMUPOBAJIACh C BBICOKOM YaCTOTOM KPOBOTEYEHHM, HO W IApaJOKCaJIbHO C
0oJiee YacThIMU TPOMOOIMOOIUUECKUMU OCTIOKHEHUSIMH, YTO BUIUMO, CBSI3aHO C

yactoi dmoktyanneit MHO.

3. [Tanuentsr ¢ ompenenéunpiM ADC u apTepuadbHBIMA TPOMOO3aMU
JOJDKHBI TIOJTy4aTh Bapdapun c neneBbiM 3HadeHnem MHO > 3,0
WM KOMOMHUPOBATh ¢ HU3KUMU no3amu acnupuna (MHO 2,0-3,0).



(YpoBenn noka3aTtelbCTBA He TpPaayHpPOBaH B CBSI3H C
OTCYTCTBHEM coryacus.) Hekorophle 4aeHbl KOMUCCUH T10JIAraroT,
YTO TOJBKO AHTHArpPeraHThl (ACHUPHUH WIM KJIOMHAOTPENb) WU
ABK c¢ nenreseim MHO 2,0-3,0 OyayT oauHakoBO 0OOCHOBaHBI B
ATUX CUTYaITUsX)

KomMmenTapuu. B perpocriekTuBHOM HccieoBanuu [12] ObUIO OTMEUYEHO, YTO HU

aCmupvH B HU3KUX J103aX, HM AaHTaroHUCThl BuUTaMuHa K ¢ JgocTHKeHHEeM
CTAaHJAPTHON (CpeIHE-MHTEHCUBHOW CTEMEHM) THUIIOKOATYJISIUN HE ObuIH
3 PEeKTUBHBI 11 BTOPUYHOU TpOMOONpPOPHUIAKTHKA y OoJbHBIX ¢ adJl u
apTepUaibHBIMU  TpoMOo3amu.  [[pyroe  MOpOCHEKTUBHOE  JBYXT'OJUYHOE
uccinenoBanre [13] He oTMeTWNIO pa3aMuuii B OTBETE HM HAa acClUPHUH, HU Ha
AHTUKOATYJISHTHI Y OONBHBIX ¢ WHCyJNbTamMu adJl MO3UTHUBHBIX U HETaTUBHBIX.
OnHako 3TO MCCIEAOBAHHWE HE MOXET OBbITh SKCTPANOJIMPOBAHO HA MOMYJISIUIO
O00NBHBIX ¢ MHCYIbTaMu U AocToBepHbIM ADC, ypoBHH adJI ObLIM Hcce0BaHBI
BHAYaJIle BKJIIOUEHHUS B HCCIECIOBAHME, UYTO MOIJIO MPUBECTH K BKIIOUCHUIO
MAIMEHTOB C TPaH3UTOPHO MNO3uTUBHBIMU adJl. Pa3znuuvs B HMHTEHCHUBHOCTH
TUIOKOAryJISIUK o0cyskaatotcs nocineanue 10 ner. B cuctemom 0630pe [7] 66110
CHENAHO 3aKiroueHue: [ jnoctoBepHOro AMPC BBICOKMH pHCK penHInBa
OTMEYaJICs MPU CTAaHIAPTHON TUMIOKOATYIISIUH, PEIUANB TpoMOO03a ObLT peke Mpu
MHO > 3,0. CBepx TOro, CMEpTh M3-3a KPOBOTCUEHUIN ObllIa HAMHOTO pEXe, YeM
CMEpTh U3-3a Tpombo3a [7].

4, OreHKa prUcKa KPOBOTEUECHHS Y OOJIBHOTO JOKHA OBITH BBIMOJIHEHA
JI0 Ha3HAYECHMUsS] BBICOKOW CTETMEHH THUIOKOATYJSIIUU WU
KOMOWHUPOBAHUSI aHTHKOATYJISTHTOB M aHTHUarperantoB (Y poBeHb
10KAa3aTeJIbCTBA HE I'PajyUpOBaH)

5. [Tarimentrsl 6€3 CKB ¢ ogHMM 3MK30/10M MHCYJIBTA, HE CBSI3aHHOTO C
Kapauod3MO0IMUecKuM MexaHu3moM, ¢ mnpoduiem adJl Hu3zKoro
pucka TpomOO3a W HaJIMYMEM OOPATHUMBIX IPOBOIUPYOIINX
(GakTOpOB MOTYT OTACIBHO CYMTAThCd KaHAWAATaMH IS
Ha3HAUYCHUS  AHTHTPOMOOLMTApPHBIX  mpemnaparoB  (YpoBeHb
A0KA3aTeJIbCTBA He TPAAYHPOBaH)

6. bonsabie ¢ goctoBepHbiM ADC U TpoMOO3aMU JOHKHBI JTUTEIHHO
(MOXU3HEHHO)  TOJIy4aTh  AQHTUTPOMOOTHYECKYIO  TEparuio
(ypoBeHnn nokazarenncra 1C)

1. BonbHBIM ¢ OfHUM CitydaeMm BeHO3HOTO Tpombo3a ¢ mpodunem adJl
HU3KOTO pucka u W3BECTHBIMH MPEXOASAIINMHU
OPEIUIUTUHPYIOMUMHA  (DaKTOpaMu AaHTUKOATYJISIHTHAsl —Tepamnus



MOET OBbITh JUMUTHUPOBAaHA B mpenenax 3-6 mecsaueB (YpoBeHb
10KAa3aTeJIbCTBA He I'PajyupoOBaH)

8. [Tarmmentam ¢ adJI, Ho 6e3 CKB u 6e3 npeniiecTByOnMx TpoMO030B
npu  npopuie adJl  BBHICOKOTO  pUCKa  PEKOMEHJOBaHa
JIOJITOCPOYHBIA TPUEM HHU3KHX JI03 acHUpHHA, OCOOCHHO MpuU
HaJIUYuu  JApyrux  ¢GakTopoB pucka Tpombo3a (ypoBeHb
nokaszareabcTBa 2C)

KommenTtapuu. IlepBuunas mpodunaktuka TpoM003a TOJDKHA MPOBOIUTHCS Y

0onpHBIX CKB ¢ adJI uinu ¢ K1acCHYeCKUMHU KapIUOBaCKYJISIPHBIMU (paKTopamMu
pucka, XOTs 3(GGEKTHBHOCTh acCUpUHA B OTHX CIydasx OCIapHBaeTcs,
nperMylIinecTBeHHO Y 00sbpHBIX 0e3 CKB [14,15,16,17,18]

9. bonpaeiM CKB ¢ mosoxurenbHbIM BA win CTOMKO NMO3UTUBHBIMU
aKJI B cpeqHUX MM BBICOKHX YPOBHSX PEKOMEHAYETCS NEpBUYHAS
TpoMOonpoduinakTuka ruapokcuxigopoxudoM (I'X) (ypoBeHb
nokasareabcrsa 1B, wuekomopvimu unemamu  cneyuanvHou
komuccub  noodepoican  yposemv  Oookazamenvnocmu 2B ons
ucnonvzoganusi I'’X) w HHU3KME 036l acnupuHa (YpOBEHb
n0Ka3aTeJbCcTBa 2B)

KommenTapun. ['X KpoMe NpOTMBOBOCHAIMTENIBHOIO JEUCTBUS , 00Jagaer
aHTUTPOMOOTHYECKUM 3()PEKTOM HHTUOUpPYs arperamuio TPOMOOLUTOB H
BBICBOOOXKICHUE apaxUJI0HOBOM KHCIOTHI U3 aKTUBUPOBAHHBIX TpoMmOomuToB [18].

10. Bcem nHocurensm adJl pekoMeHAOBaHa TPOMOONPOPUIAKTHKA B
CUTYaIUsIX BBICOKOTO PHCKa TPoM0O03a, TAKMX KaK XUPypPrHUECKHe
BMEULIATENbCTBA, JIJIUTENIbHAs MMMOOWIM3ALUs M IOCIEPOIOBBIN
nepuo1 (ypoBeHb Aoka3ateibcTea 1C)

11. 'V Bcex OombHbIX ¢ mnpoduiem adJl BBICOKOTO pHCKa CIEAyeT
KOHTPOJIUPOBATh KapJIMOBACKyJIsIpHble (DAKTOPHl HE3aBHUCHUMO OT
HaJIU4Ms TPEIIIECTBYIONMX TpomO030B, comytcTByromieit CKB,
158105 JOTIOJTHUTEIIBHBIX ADC IIPOSIBJICHUI (YpoBeHb
A0KA3aTeJIbCTBA He TPAAyHPOBaH)

KomMmentapuu. bonpHbie ADC 4acTo MMEHOT JpYyrue AONOJHUTEIbHbBIC

KapAMOBaCKYJSIpHbIEe (AaKTOpbl pUCKAa TaKUE Kak: TUIEPTEH3Us, KypeHHeE,
THIIEPXOJICCTEPUHEMUS, TNPUEM OpalbHbIX KoHTpauenTuBoB [19,20,22,23].B
UCCIICIOBAHUM CIIy4ali-KOHTPOJb [24] pHCK HMHCYNbTa YABaWBAICA y KYpSIIHX
XKEHUMH ¢ BA, Mo cpaBHEHHIO C HEKYPSIIMMH; UCIOJIb30BAHUE KOHTPALENITUBOB
YBEJIMYMBAJIO PUCK Pa3BUTUSL MHCYJIBTOB B 7 pa3. B 3ToM uccinegoBaHuu Bce

YKEHIITMHBI ¢ HH()APKTOM MUOKapa ObUTH KYPSIITUMU BO BPEMS €TI0 Pa3BUTHSI.



Kinunnyeckue pekoMeHIallMU NPH akylepckou narosjoruu A®C

AKymepckas HaToJiorhsl OJHAa M3 KpYNHbIX acnektoB ADPC u sBisgercs
KpUTCpUAIbHBIM IPU3HAKOM JHArHOCTHYECKHUX Kputepuii ADPC [1,2,3,25].
Axkymepckas ~ matoioruss ADPC  BKIIOYaeT ~— MaTepUHCKHE  TPOMOO3BI,
pELUIUBUPYIONINE CIOHTaHHBIE abopThl 10 10 Hemenb rectanuu, MO3JAHHE
HEeXeJaTeNbHbIE HCXO0/bl OEepeMEHHOCTH (Hampumep: BHYTpUYTpoOHas THOeb
10/a, MIPEKIAMIICHS, TlalieHTapHas HEJ0CTaTOYHOCTb, 3aJI€0KKa
BHYTPUYTPOOHOTO pa3BUTUA IUJI0JIA, MPEXKIEBpEMEHHbIe poabl). Jlaxke mpu
IPOBEICHUH ONTHMAJIBHON TEPANHMH COIVIACHO CYIIECTBYIOIIMM PEKOMEHAALMIM
HeOIaronpusiTHeie UCX01bl Yy keHIIUH ¢ ADC 10 cux mop BapbUPYIOT B Ipejenax
20-30% cyuaes [27,28].

1. Tpombonpodunaktuka y  OeccuMnToMHBIX  adJI-MO3UTUBHBIX
KEHIIMH NpHU BEIECHUU OEPEMEHHOCTHM U IOCIEPOJOBOM MEPHUOAE
ClIelyeT IPOBOAUTH COTJIACHO PUCK-CTPATU(PUIIMPOBAHHOTO MOJAXO/A.
(YpoBeHb 10Ka3aTe/IbCTBA He IPAJlyHPOBaH)

2. I'napoKCUXiIopOxXvH PEKOMEHyeTCs TS IIEPBUYHOM
TpoMOOTNpOoPHIIakKTUKU Yy OepeMeHHBIX OeccuMnTOMHbIX adJI-
MO3WTHUBHBIX  JKEHIIMH, OCOOEHHO Ha (¢oHe  3a0o0JieBaHMIA
COCIMHUTENIBHON TKaHU (YpOBEHb JOKAa3aTesIbCTBA HE I'PaJyMpOBaH)
(YpoBeHbB JI0Ka3aTeJIbCTBa He rpaayupoBan) [29].

3. Ilpy BO3HMKHOBEHWM CHUTyallUli BBICOKOTO pHCKa TpomOo3a
(mepuonepaTUBHBIA  TIEpUOA,  JJIUTEIbHAS  UMMOOMIIM3AIINS)
PEKOMEHIYIOTCS  NpO(MIAKTUYECKHWE  J03bl  remapuHa IS
oeccumnromubix adJI-no3uTuBHBIX xeHIuH [30]

KommenTapun. Heobxoaumocts TpomMOonpoguinaktuku y >keHiuH ¢ adJl npu
OTCYTCTBHHM TPOMOOTHYECKUX OCIIOKHEHUN B aHaMHE3€ OCTaETcsl CIOPHOM cpenu
skcrepToB. IIpekpaiieHue KypeHuss U CHM)KEHHE MHJIEKCAa Macchl Tejaa IMPHU €ro
BBICOKOM YPOBHE SIBJISIETCSI OJJHUM M3 BAXKHBIX YCIOBUN MPOPUIAKTHKY TpoMOo3a

y 3THX keHIuH [3]. MHEeHHE SKCIepTOB ObLIO €AMHOTIACHBIM O BBICOKOM PHCKE



TpoMmOO3a B ATOU TPyIIE MpU NMPUEME OPATBHBIX KOHTpAIlenTHBOB. HekoTophiMu
OKCIIEPTaMU TPEUIOKEHO COYeTaHHe HUX NpuéMa C aHTUKOATryJISHTaMH, HO
IPOTPOMOOTHYECKHIT PHUCK MOXKET TIEPEBEIINBATH IOJIOKUTEIHHBIE MOMEHTHI
KOHTPAITUNTHBOB. YUUTHIBAs PUCK HEXKEIATCIbHBIX SBICHUN aHTHUKOATYJISHTOB,
OOJBIIMHCTBO IKCIEPTOB HE COTJACHBI C MPOJODKCHHEM mpuéma BapdapuHa B
nocnepoaoBoM nepuojie y adJI-mo3uTuBHBIX, HO 0€3 KIMHUYECKUX MPOSBICHUN
0onbHBIX. B oTHOIIEHNN puéMa HU3KUX 703 aCUpPUHA TaKKe MHEHHE SKCIIEPTOB
NPOTUBOPEYNBO. DTO OCHOBAaHO Ha 3aKIIOYCHHSIX JBYX pPaHIOMH3UPOBAHHBIX
UCCJICTIOBaHMM, TJI€ OJTHO OTMETUJIO YCIIEIIHOE 3aBepIleHuEe OEPEMEHHOCTH B ATOU
rpylie >KCHIMH Ha (oHe Hu3KuMX 103 acnupuHa [31], BTOpOoe — OTMeETWIIO
Hea(hPeKTUBHOCTH ero B Tpombonpoduiaktuke [32]. OnxHako OONBIIMHCTBO padoT
nonreepxkaatoT npu adJI mpoduse BRICOKOTo prucka TpoMO03a MpOoPHIaKTHIECKIES
JI03bI TeraprHa MoKa3aHsbl.

4. I'enapunbl (HePpPaKIMOHUPOBAHHBIA WA HU3KO MOJICKYJISPHBIE) C
win 0e3 HU3KHX 03 acmupuHa pPEKOMEHAYEeTCs MJii BEACHUs
o0epemeHHbIX xeHIIHH ¢ ADC (YpoBeHb J0Ka3aTejbcTBa 1¢).

OnoOpeno pexomenganueii EULAR npu BegeHnu OepeMeHHBIX KEHIIMH €
CKB n A®C [33]. DddektuBHOCT TenmapuHa Yy xkeHIH ¢ ADC sBisercs
JIOKA3aHHOU M 3TOMY YJeJIeHO OOJBIIIOe BHUMAaHUE B IUTEpaType, Ha cCaMOM Jele,
B HACTOsIIEE BpPEMsS OTMEUAETCsl €r0 Ha3HAaueHHe OEpPEeMEHHBIM >KCHIIWHAM, Y
KOTOPBIX TMpHYWHA MOTepu npeasiayiiei HenmspectHa [34,35] . KoxpaHoBCKwHit
CHUCTEMHBI 0030p ¥ MeTa-aHalu3 TMO3BOJIMIN CHAeNaTh 3aKII0YCHHE, YTO
IpUMEHEHHE HEe(PPAKIIMOHHOTO TenapuHa M aclHUpUHA CHIDKAIO YacTOTY MOTEph
oepemennoctu g0 54% y xenmmH ¢ adJl w mpeaplaymiel aKymepcKoi
naronorued  [36]. Mudpopmanmu o NpPEeHMYIIECTBE HHU3KO MOJIEKYJISIPHBIX
rerapuHOB HAJl HE(PPaKIMOHHOM TemapuHOM B COYETAHWU C ACIHUPUHOM
HEJI0OCTaTOYHO. B JBYX MaibIx MCCleOBaHUAX ObLTa MOKa3aHa CXOXKECTh 00OMX
rermapuHoB y OepemenHbix ¢ adJI [37,38] .

5. Bropuunas mpodmraktuka TpomOo3a y keHmuH ¢ ADPC B

IMOCJICPOAOBOM IIEPHUOJAC MTOKU3HCHHAS, C HA3BHAUYCHHUEM aHTAarOHUCTOB



ButamuHa K u mogaepxanueMm ypoBHS rumokoarynsuuud ot 2,0 mo
3,0 - mpu BeHO3HBIX TpoMOO3ax u Beime 3,0 — MpU apTEPUANBHBIX .
(ypoBeHb n0Ka3artesbcTBa 1B)

6. Kartactpoduueckass MUKpOAHTHONIATHS BO BpeMsi OEpeMEHHOCTH WM B
[OCJIEPOJIOBOM  TEepHoJie  OOBIYHO  BKIIOYaeT  A((HEKTUBHYIO
AHTUKOATYJITHTHYIO TEpaNuio U B/B BBelleHHE MNIIOKOKpTUKOUI0B (I'K)
+ mnasmadepe3s C MOCHEAYIOMIMM BBEJACHUEM OJIHOTPYIITHOM
CBEKE3aMOpPOKEHHOM TUTa3Mbl M B/B  BBEJEHUE YEIIOBEYECKOTO
MMMYHOTJIOOYJIMHA B 3aBUCHMOCTH OT KJIMHHYECKON CHTYaIl|H.

B nmocneponoBoM mepuose MpH  PE3UCTEHTHBIX (opmax uMerTcs
€AUHUYHbIE CcOoOOHIeHUs 00 HS(PQPEeKTUBHOCTH TI'€HHO-UHXUHEPHOW Tepanuu
(puTykcuMa0, HHTHOUTOPBI KoMIuieMeHTa0 anTu-OHO unrudurtopsr) [39,40,41].
KinHuveckue pekoMeHAAlUM NP KaTacTpopudeckoM aHTH(OCGHOIUNTHTHOM
cunapome (KADC).

KA®C xapakrepusyercs BOBICYECHHEM B MATOJOTUUYECKHI POLECC MHOTUX
OpPraHoB 3a KOPOTKHUI MepHoJ BpeMeHHu. [ ncromornyeckas KapTUHA MPOSIBISIETCS
HAJIMYUEM OKKJIIO3UM MEJKHUX COCYIOB U JIaOOpaTOpPHBIMU MapképamMu B KpOBHU
apistoTcst  antudochonunuansie antutena (adJl) [42,43]. C Touku 3peHus
naTo(pU3HOIOTUH, KA®C — TpoMOOTHYECKAs MHKPOAHTHOIIATHS,
xapakrepusyromiascs auddy3Hoi TpoMOOTHYECKON MUKpoBackyomnatue [44]. U
xots, yactora KA®C cocraBiser 1% wu3 Bcex cimydyaeB ADC, oHH OOBIYHO
MPEACTABIISAIOT CO00M JKU3HEHHO-yrpoxarolue coctosuus B 30-50% ciydaeB co
CMEpTEIbHBIM UCX010M [44].

[TpenBapuTenbHbie  KIaCCH(PUKAIMOHHBIE JAHATHOCTUYECKUE KPUTEPHUH
KA®C ¢ nuarHOCTHYECKHM alropuTMoM Obutn paspadoTansl B 2003r [43]. s
yIIy4lieHusl aaroputMa u Oosiee TouHoi auarHoctuku KADC Obln pazpadoTaH
nomaroBbiii moaxoy anroputmMa KA®C [45]. B 3TOT anroput™m ObLI BKIIIOYCH
npenmecTByoumii anamue3 Hanuuuss APC WM MOCTOSAHHAs MO3UTUBHOCTH 10

adJI, ynucao BOBIEUEHHBIX OPraHOB, BPEMS MCX0/1a, HATMYHE MUKPOTPOMOO30B 10



JAHHBIM OWOTICHM ¥ JIpyrue JaHHbIe, TO3BOJSABIINE OOBSCHUTH MPUYUHY
MHOKECTBEHHBIX TPOMOO30B.

Nudopmanusi, ocHoBaHHAs Ha JOKA3aTeNbHON 0ase, MPUBOJIUTCS B YETHIPEX
PETPOCIIEKTHBHBIX  WCCIACAOBaHMAX, aHamm3upoBaBmmx KADC  peructp
[46,47,48,49]. Haunbonee BakHbie 3akmtoucHust mo tepanun KADC cBogsTcs K
CJIEIYIOLIUM BBIBOJAM:

1. Beicokuii ypoBEeHb BBI3ZAOPOBJICHHS JOCTUTAETCS MPU KOMOWHAIIAU
antukoaryinsHToB (AK) ¢ I'K mmoc minaszmaobmen (rmasmadepes
(I1®D) (77,8% npotus 55,4% 1ipu OTCYTCTBUM TTOAOOHON KOMOUHAIIMN
p=0,083), cienyromeid 3a aHTUKOAryJsIHTHOM Tepamueit mmoc 'K,
witoc 1O w/unu B/B umMmyHornoOymua (69% npotuB 54,4% npu

OTCYTCTBUHU 1OA00HOM KomOuHamu p=0,089).

2. M3onupoBanHHOE wucnosb3oBaHue 'K Obu1o CBSI3aHO € HHU3KUM
ypoBHeM BbI3fiopoBieHuss (18,2% mnpotuB 58,1% »snu3o0m0B He
nedeHHbIX ['K).

3. Hcnonp3oBanue muknodochamuma (IP) ymydmano BEDKHBAEMOCTh
oonbHbIXx KADC Ha pone CKB [47].

4. YpoBeHb cmepTHOCTH yMeHblmwica ¢ 53% y 6ompHbIX ¢ KADC no
2000 rona o 33,3% y tex, kto nepenéc KADC ¢ 2001 no despans
2005r  (p=0,005 , orHomenue mmanca (OLI) 2,25; 95%
koHpuacHIManbHb uHTepBa (KM) 1,27-3,99) [46]. T'nmaBHbIM
OOBACHEHHEM TOJO0OHOTO CHMKEHHSI YPOBHS CMEPTHOCTH OBLIO
koMOuHupoBanHoe  mpumeHenne  AK+TK+IID  w/umu  B/B
UMMYHOTJIO0YJIMH.

Hcxoas u3 BhILIENEPEYUCIICHHBIX BHIBOJIOB, B TEPANIEBTUYECKYIO CTPATETUIO
KA®C pexkoMeHayeTcss BKIIOYCHHE UACHTUGUKAIMM W JICYCHHUS JFOOBIX
COIMYTCTBYIOLIMX (haKTOPOB pUCKa TpomOO3a (B MEpPBYIO oyepe/lb MHPEKIH) U B
tepanuu KAD®C pexomennoBana komOunanus AK c¢ T'K mmoc 1O w/unm B/B

yesoBeueckuit uMmyHornoOynus. Ilpu pazsutun KADC na ¢done CKB B/B



BBenenue LId [47] wmoxer ObITh PEKOMEHIOBAaHO TMpPH  OTCYTCTBUU
MPOTUBOMOKA3aHUHN 1, 0COOCHHO, IPHU HATTMYUU JPYTUX KIMHUYECKUX MPOSBICHUN
CKB.

Jannbsie Mexaynapoanoro perucrpa KA®C He 1an oTBETHI HAa CIIOPHBIE U
HEU3BECTHbIE CTOPOHBI ATOro Bapuanta ADC. IlepBbiii 1 BO3MOXHO HauOoisee
BAKHBIM HEU3BECTHBIM MOMEHTOM  SIBJIIETCSI MOYEMY HE3HAYUTEIBHOE YHCIIO
O0onpHBIX ¢ adJl pa3BUBAIOT MOJMOPIAaHHYIO HEAOCTATOYHOCTH, HA3BIBAEMOIO
KA®C. Kpome Toro, pacripezesienue mo Bo3pacty, noiy, cssizu ¢ CKB, npoduito
adJI y OompHbIx KiaccmueckuM ADPC uw  KADPC cxox [42]. C
natopusnonornyeckod Touku 3peHuss KADC saBigercss TpoMOOTHUYECKUM
MUKPOAHTHONIATUYECKUM  COCTOSIHUEM,  XapakTepusywomuicsa  nuddy3Hoi
TpOMOOTHYECKON MuKpoBackyionatuei. [lomoOHbIe MATOJIOrMYECKUE HAXOAKU
MOTYT OBITh MPEACTaBICHBl U B JPYIUX COCTOSHUSAX TaKUX Kak TPOMOOTHYEecKas
TpoMOouuTonennyeckas mypmypa (TTII), remMonuTukO-ypeMUdecKuil CUHAPOM
(I'YC), 3mokauectBenHou runeprensun, HELLP —cungpome, nocnepomoBoit
IIOYEYHON HEJ0CTaTOYHOCTH 17} IIPEIKIACMIICUH. TpomboTHueckas
MUKpPOAHTHOIATHS, CONMPOBOXKAaromasca Hanuyruem adJl B KpoBH, ONUCHIBAETCA
BO BCEX BBIIIE NEPEUYNUCICHHBIX COCTOSHMSX, NPUBOAS K KOHUENLUHU
«MHUKPOAHTHOMATHYECKOTO aHTH(OCHOTUIHI-aCCOLIMUPOBAHHOTO cuHApOoMay [50]
Y MPUBOJS K JIMATHOCTUYECKUM MouckaMm. OJHAKO UCTOUYHHK U MATOr€HETUYECKUI
noteHuan adJI B 3TUX COCTOSHUAX OCTAETCS HEU3BECTHBIM; MPEIIIOIAraeTCsl, YTO
a®Jl MOryT BbI3BIBATH MEPTYpOALMIO M MOBPEKIECHUE HHAOTEIUATBHBIX KIIETOK,
YTO MPBOAMT K KaracTtpopudecku ucxoaom [S1]. Emé omHuM BaKHBIM MOMEHTOM
NoJkHO ObITh uaeHTU¢uKanuss ADC nanueHToB ¢ BBICOKUM PUCKOM Pa3BUTHUS
KA®C. BeoiBienre ¢ JIeUEHHE MPEUUNUTUPYIOMIMX  (PAKTOpPOB IS
NOPEeIOTBPALICHUS] Pa3BUTHUs KaTaCTPOPHUUECKUX 3MHU30J0B y OosbHbIX ¢ adJl
sBisieTcs: cymiecTBeHHbIM [52]. Tlpekpamienue npuéMa aHTHKOATYJISHTOB WITH
HU3KOE MeIyHapoJiHOe Hopmainu3zoBaHHoe oTHomieHue (MHO) Obuto omHMM U3
0100HBIX (hakTOpoB y 8% OONBHBIX ¢ KaTacTpodudeckuMu 3nu3oaaMu [53], Tem

HEe MeHee JokTopa Jjedamue mnanueHToB ¢ ADC nomkHbI OBITH OCOOEHHO



BHUMATEJIbHBl B KIMHUYECKHX CUTyalUsiX, KOIrJa MNpPUEM AaHTHUKOATYJISIHTOB
CIIEYeT TPEKpaTUTh, HANMPUMEpP TPU XUPYPrHUECKUX BMeEIIaTelabcTBax [54].
Juckyccuss 1mo  3TOMY  BONPOCY  MPOAOJDKAETCS  WM3-3a  OTCYTCTBUSA
pPaHAOMH3UPOBAHHBIX KOHTPOJUPYEMBIX HCCIEIOBaHUUA. Borpocsl Kkacarorcs
HaubOoJee MIPUEMIIEMOTO renapuHa (ppakmOHMPOBAHHOTO W
HU3KOMOJIEKYJISIPHOTO remnapuHa) ontuManbHoe 3HadeHne MHO nocne KA®DC,
HavanbHbie 10361 ['K 1 Temn ux cHmkeHus, 3pPEeKTUBHBIN TPOTOKOI MPOBEICHUS
[1®, Tumbl pacTBOPOB MpH IJIa3MaoOMEHEe, a TakKe J03bl M JUIMTEIbHOCTh B/B
YEJI0BEYECKOTr0 MMMYHOIIO0YIMHA SBIIAIOTCS 00bEKTaMH OYAyIIUX UCCIEeI0BaHUN
[55].
DKcrepTHON kKoMuccued B pamkax MexayHapoaHoro Konrpecca mo adJI
pexomenoBano [3] mpu KADC:
e licnonp3oBaHue HEPPaKIHMOHUPOBAHHOTO WM HU3KOMOJIEKYJISIPHOTO
rernapuHa B Je4eOHBIX J03aX Kak MOKHO Obictpee. Ilocie octpoit
¢da3bel 6osmbHbIE KADC AOMKHBI MPOJOJKUTH AHTHKOATYJISIHTHYIO
TEpaNuIo MOKU3HEHHO IS MPOUIAKTUKK peuuuBa Tpombo3a. [lpu
ucnosib3oBaHuu ABK ypoBeHb MMIOKOAryJIsiliil OCTAETCSI CLIOPHBIM:
cpeaHe-uHTeHCUBHBIN ypoBeHb (MHO ot 2,010 3,0) uinu BBICOKO-
uHTEeHCUBHBIN (BbIie 3,0). BOJNBIIMHCTBO SKCHEPTOB CKJIOHHBI K
PEKOMEHIallM1 BBICOKOU CTETIEHH TMIIOKOATYJISIIUY.
e Pannee mnoaxmoueHnne K Tepanmu ['K, HO HavanmpHas 1o03a
BapualdebHa.
KommenTapun. [To MHEHHIO BCEX AKCIIEPTOB KU3HEHHO YIPOXKAIOIIUE COCTOSTHUS
(Takue kak pecnupaTopHblil nuccrpecc cuHapom, I'YC) sBISAIOTCS MOKa3aHUEM
JUIs B/B TyJIbC TEpamuu METHINPEIHU30JIOHOM B TEYEHHH 3-5 JHEH 10
CTAOMJIM3AIIMM COCTOSIHUSI C MOCJEAYIOIIUM TMEPEX00M Ha MEPOpaibHbIA MPUEM

u3 pacuéra IMr Ha Kr Beca
e [lpu OoTCYyTCTBMM OTBETa Ha BBILICNIEPEUUCICHHYIO TEPAMUIO MMOAKIIOYEHUE
I[I® ¢ 3amelieHMeM OAHOTPYIIIIHOM CBEXE3aMOPOKEHHOW IUIa3MOM WIIU

IUTIOC B/B YENIOBEYECKUI HMMYHOTIIOOYTHH (YPOBEHB 1I0Ka3aTelbcTBa 2B)



e [Ipu oTcyTCTBMM OTBETa MNOAKIIOUYEHHE HKCIEPUMEHTAILHOW Tepanuu ,
BKJTFOYAFOIIAs BBEJCHNE TCHHO-WHKUHEPHBIX MpernapaToB (putykcumad (B-
KJICTOYHast Tepamus), OdKyiaum3ymad (eculizumab - MoHOKIOHAIBHBIC
anTutena npotuB Oenka C5 KOMIIOHEHTa KOMIUIEMEHTa) (YypOBeHb
A0KA3aTeJbCTBA OTCYTCTBYET)

KommenTapun. OTCyTCTBYIOT JOKA3aTEIbCTBA O MOAKIIOYEHUN aHTUOMOTHUKOB

Ui IpO(UIAKTUKA MHQPEKIUU MPH UMMyHOCynpeccuBHON Tepanun KADC,

Ipu  OTCYTCTBHU SIBHBIX TPU3HAKOB HWHQEKIMH (MHEHHE OSKCIEPTOB

npotuBopeunBo). Kiaccudukanus Oonbabix KAD®C no mnoarpynmam 1o

MPOBOLIUPYIOMIMM (pAaKTOpaM WJIM COIyTCTBYIOLIIUMM (akTopam mnokazana. Jliis

CTpaTUu(PUKALUA COCTOSIHUSI OOJLHOTO PEKOMEHIOBAHO HCIIOIb3aBaHUE IIKAJIbI

APACHE Il, kakx Han0oJiee BaTMIUPOBAHHYIO B PEaHUMATOJIOTHH.

Kiunuyeckue pekoMeHIAUMH TNPH He KPUTEPHAIBbHBIX MPOABJIEHHUAX

ADPC
Hekortopble nposiBieHus, Takhe Kak: TPOMOOIUTONEHHSI, CETYATOE JTUBEIO,

NopakeHWe  KIamaHoB  cepiaua, TmoueyHas Hedpomatuss Ha  QoHe

ceposorndeckux Mapképor AD®C moryt ObITh B aeOrore 3aboseBanus. B

HACTOSIIIEE BpEMs HAJIMYUE KAaKOro-TO U3 TEPEUMCICHHBIX TPU3HAKOB C

MOBBIMICHHBIMU  ypoBHsIMU a®dJI mpu OTCYyTCTBUU Jpyroro 3aboseBaHUs

Bepuduuupyercss kKak «npeADC» wunmu  BeposTHeE ADC [56]. Her

JI0Ka3aTeIbHON 0a3bl MO BEACHUIO MOI00HBIX OOIBHBIX, OJTHAKO AKCIIEPTaAMU T10

a®JI pekomenioBano [3,26]:

e TpomOouuToneHus: (KIMHUYECKH 3HA4YMMasi). [ JTIOKOKPTUKOUBI,
pUTYKCHUMAO, B/B YEJNOBEYECKUH  HMMMYHOIJIOOYJIMH  TIpH
PE3UCTEHTHOCTHU CILIEHIKTOMMUS

e [laTosorus kjanaHoB cepla. AHTUKOAryJSHTHI (IPU MepLATEIbHOM
APUTMHUU WIA HAJIUYMS JPYTrUx (HAKTOPOB pUCKAa TpoMOO03a C y4E€ToM
npodust pucka adJ)

e Hedpomarus. AHTUKOAryJssHTbI W UHTHOMTOPHl  aHTHMOTEH3UH

KOHBEPTUPYIOILIETO epMeEHTa



e KorunutuBHbIe HapylIeHus . HeT JaHHBIX O BEACHHUIO.

Kannnuyeckue pekomenaanuu npu pedppaxkrepaom APC

HecMmoTpsi Ha mnpoBeneHHE aHTUKOATYJISHTHON Tepanmuu BappapuHOM C
NoJJIep>KaHUEM CpeJIHe-MHTEHCUBHOIO YPOBHS Turnokoaryisiuuu (2,0-3,0) u gaxe
BBICOKOTO ypoBHS (Bbilie 3,0) y HEKOTOPBIX OOJBHBIX OTMEUYAIOTCS PEIUINUBHI
TpoMO030B [57]. B pekomenmanusax copMyJIUpPOBAHHBIX dKcrepramu 13-ro
Mexaynapororo Konrpecca mo a®JI [8] momoOHBIM OOJBHBIM aTbTEPHATHBOM
JUITUTEIBHOTO TpuéMa BapdapuHa MpenaaraloTcs HU3KOMOJEKYJSHbIE TeHapuHBbI.
B onHOM U3 uccienoBanuii ObUI0 MOKA3aHO, YTO OOJIbHBIE MMOTYYaBIINE JJIUTEIBHO
OJIOOHYIO TEpalvi0 He MMeNTu penuauBa TpomOo3a [58]. B Toxke Bpems Bce
AHTUKOATYJITHThI, UCIOJIb3yEMbIE MHOTHE TOJIbl, UMEIOT Psiji MOOOUHBIX JNEHCTBUIM
U JaJeKu OT “UAcalbHbIX AHTUKOAryJsHTOB. lIpeamosaraercs, 4ro HOBBbIE
AHTHKOATYJISTHTHI C CEJIEKTUBHOW TOYKOW MPUIIOKEHUS Ha (aKTOPhI CBEPTHIBAHMS
Oyayt Oosnee >(p(eKTUBHBIMU U 0€30IaCHBIMU IO CPAaBHEHHUIO C TEMapUHAMU U
BapdapuHOM. DTH HOBBIE TpeEnapaTtbl B HACTOSIIEE BPEMs OJOOpEHHBbIC WIIH,
HaxXoJsIIMecs B MCIOBITAaHUM, JUIsl JIEYEHUS M NOpO(QUIAKTUKA  BEHO3HOTO
TpoMOOAIMOONM3Ma  JEHCTBYIOT HEMOCPEACTBEHHO Ha AaKTUBHBIA  Y4acCTOK
TpoMOUHA (IPSIMOM MHTUOUTOP TPOMOMHA) — AabUraTpaH 3TEM3WIAT, U MpPSMbIE
UHTHOUTOPHI PpakTopa Xa: puBapokcabaH, anukcadaH, SHA0KcabaH U GeTpukcadbaH
[59]. TlpoBenenue paHIOMU3HPOBAHHBIX KOHTPOJIUPYEMBIX HCCIEAOBAHUHA IO
aeyennto ADC stuMM mpenapataMHu 3KCIIEPTaMU CUUTAETCS 11eJ1IecO00pa3HbIM
[57]. llonxnroyeHue B JieueHUe MOA0OHBIX 00MBHBIX ¢ ADC rUAPOKCUXTIOPOXUHA

Y CTAaTUHOB CUUTAETCS ONPAB/IAHHBIM [8&].
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