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Pexomenaanuu no jeyeHu0 aHTHGOCPHOIUNUIHOr0 CHHAPOMA
Pemernsik T.M.

Antudochomumuausiii  cuapom  (ADPC) - CHUMOTOMOKOMIUIEKC,  BKIIOYAIOLIHUIA
pelUIUBHPYIOIKUE TPOMOO3bl (apTepUaabHBIA H/WIM BEHO3HBIH), aKYIIEPCKYIO TAaTOJIOTHIO
(dame CMHAPOM TMOTEPHU IUI0JA) M CBsI3aH ¢ cMHTe30M aHTU(ocdomunuaabix anturen (adJI):
aHTukapauonunuHoBeIX aHtuten (aKJI) w/mnm BomwanouHoro antukoaryisHta (BA), w/umum
antuten K P2-rmukornporenH | (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 CBepTbIBaHHSI KpPOBH;
KOAryJisiiuOHHbIE 1e()eKThl, CBSI3aHHbIE C HAJTHYUEM «BOJTYAHOYHBIX AHTHKOATYJISIHTOB)

000.0 cnoHTaHHBIE NPU NATOJOTHYECKO OepeMEHHOCTH)

I[narnocnmecmle KPpUTEPHUHA

Taoauua 1. luarsocruueckue kpurepuu ADOC [2]

Kaunndeckue KpUTCpHuHn:

1. Cocyaucrbiii TpoM003

OIII/IH N 60.]'[66 KIIMHUYCCKUX 3IIN3010B apTepI/IaJII)HOFO, BCHO3HOI'O NJIn TpOM603 MCIIKHUX
COCYZIOB B JTIFOOOM TKaHU WK opraHe. TpoM003 ToMxKeH ObITh MOATBEPKICH BOCIPON3BEICHUEM
MU300paXCHUS WITH JIONTUIEPOBCKUM HCCIIETOBaHUEM WITH MOP(OITOTHIECKH, 32 UCKITIOUCHUEM
MOBEPXHOCTHBIX BEHO3HBIX TPOMO030B. Mopdonornieckoe NoATBEPKACHUE TOIKHO 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 (HopManbHble MOPGOIOTHYECKHE TPU3HAKH 110
JIOKYMEHTUpOBaHbI Ha Y3V uinu HenocpeCTBEHHBIM OCMOTPOM IUIOAA) UIIH

0) ouH UM OoJiee cilydaeB MPEXIECBPEMEHHBIX POOB MOP(OIOrHUECKH HOPMAIBHOTO IJI0/a
710 34 Hezenb recTaluy U3-3a BBIPaKECHHON IPEIKIAMIICUU WM SKJIAMIICUH, W BBIPaKEHHON
IJIALEHTAaPHOU HEOCTATOYHOCTH HUIIU

B) TpHW WK 0OJiee TOCIIeIOBATEIBHBIX CIIy4aeB CIIOHTAHHBIX abopToB 10 10 Hemenb rectamuu (
UCKITIOYCHHE — aHATOMUYECKHEe Ae(PEeKThl MaTKH, TOPMOHAIBHBIEC HAPYIIICHUS, MATEPUHCKHUE U
OTIIOBCKHE XPOMOCOMHBIC HAPYIIICHHUS)

JlabopaTopHbie 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. Anturena x B2-rmukonporenny | 19G w/unu IgM n3oTHm, BBISBIsIEMbIE B CBIBOPOTKE B
CpPEIHMX WJIM BBICOKMX THUTpax, IO KpalHed mepe, 2 pa3a B TE€YEHUHM 12 HeX, C MOMOIIbIO
CTaHJAPTU30BAaHHOTO HMMYHO(DEPMEHTHOTO METO/Ia.

3. BoyrqaHOYHBI aHTHKOATYJISIHT B IIa3Me, B JIBYX HMJIHM 0OOJiee CIydasX MCCIICAOBAHUS C
OPOMEXYTKOM HE MeHee 12  Henmenb, ONpEAEISIEMbI  COIIACHO  PEKOMEHIALUSM
Mexnaynaponnoro OOmectBa Tpombo30B u I'emocTtaza (ucciemoBaTeNbCKas TpyIa o
BA/bochonmunua-3aBUCHUMBIM aHTUTEIAM )




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

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

B) YKOPOUYCHHE WU KOPPEKIUS yUTHHCHUS BPDEMEHU CBEPTHIBAaHUSI CKPHHHHTOBBIX TECTOB
npu go6aBiaeHun HochonunmmIoB

1) MCKITIOYEHHE JPYTrUX Koaryionarui, kak, Hanpumep unrudutopa VIII paxropa cBepThiBaHus
KPOBH WM renapuHa (yUIMHAIOIMX (ochOIUNNI-3aBUCUMbIE TECThl CBEPTHIBAHUS KPOBH)

Ilpumeuanue. OnpeneneHHslii APC nUarHOCTHUPYETCS MPU HATUYHH
OJIHOTO KJIIMHUYECKOTO U OAHOTO cepojorudeckoro kpurepus. ADOC uckmogaeTcs
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 uckitouaer ADC. boabHble
JOJDKHBI OBITh CTpaTU(PUIMPOBAHBI C a) HATMYUEM U O) OTCYTCTBUEM (PAaKTOPOB
pucka TpoM0030B. B 3aBucumMoctd OoT mo3uTuBHOCTH mo adJI pexoMeHI0BaHO
pasnenars OonbHbIX ADC mo cienyromuM kateropusM: 1. BbIsBIEHHE Oolee
OJIHOTO JIabopaTopHOro mapkepa (B iro0oit komOunanum); lla. Tonsko BA; 1iB.
tonbko aKJI; Tonpko aHTHTENA K f2-TIMKOTpOTEHHY | .

Onpenenéunpiii npopuns adJI moxeT ObITh HASHTU(DUUUPOBAH Kak
BBICOKHH WJIM HU3KUW PUCK JJIS TTOCTSAYIONTUX TpPOMOO30B

Tabmuua 2. BpICOKMIA W  HHM3KMA pHCK Hamuuusi pasnauudbix adJl  mms
NOCIIEAYIONUX TPoMO030B [3]

Bricokuii puck

[To3UTUBHOCTD 1O BOJIYaHOUYHOMY aHTHKOAryssHty (BA)

[To3utuBHOCTH TPEX THUMOB aHTU(HOCHOMUIUAHBIX aHTUTEN (BA + aHTHUTEN K KapANOIUIINHY
(aKJI) + anTH-B,. rmukonporennal anturena (a- B.I'TI1)

M30nupoBaHHas MOCTOsTHHASI TO3UTUBHOCTH 10 aKJI B BBICOKUX M CPETHHX YPOBHSX °

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

*UccnenoBaHo TONBKO I CUCTEMHOM KpacHoi Bomuanku (CKB)

Pekomenpanuu — rpagydpoBaHbl  COrlacHO  cucteme Amepukanckoir — Koteruu
TopakaibHbix Bpaueir (American College of Chest Phisicians (ACCP) [6]: cuia pekomeHganuit
MCXOJHUT U3 COOTHOIICHHS PHCK/TPEUMYIIECTBA: KiacC l: «CHIbHAs» PEKOMEHIANUS = «MBI
peKoMeHIyem»; Kiacc 2 «cnabas peKOMEHIAIs = «Mbl coBeTyeM». KauecTBO J0Ka3areabCTB

Ipagyupyercs : HaydyHbI€ JI0Ka3aTEIbCTBA BBICOKOTO KauecTBa =A; CpeJHEro KauecTBa =B;




HU3KOTO WJIM O4YeHb HHU3KOro kadyectBa = C, TakuMm 00pa3oM mMmeeTcs 6 BO3MOXHBIX KJIAaCCOB
pexomenpanuii: 1A ; 1B; 1C; 2A; 2B;2C.

JAudppepenumanbubiii guarHo3 A®C 3aBUCHT OT UMEIOIMIUXCA KIMHUYECKUX
nposiBieHUI. ViMeeTcst psJl reHETHYECKU JIETEPMUHUPOBAHHBIX M IPUOOPETCHHBIX 3a00I€BaHUH,
KOTOpbIE TPHUBOMIT K PEHUIMBHUPYIONICH moTepe OEpEeMEHHOCTH, TPOMOO3IMOOITMYECKUM
OCJIO)KHEHHUSIM MJIH OJJHOBPEMEHHO K TeM H JApyruM (Tadu. 3).

Ta6bnuua 3. AuddepeHumanbHas AMarHoCcTuKa
aHTudgocchonmnuaHoro cMHApomMma

3a0oseBanns ‘ KiinHuyeckue nposiBjaeHus
Cucmemmnvwie BACK)/iumbsl
VY3enKOBBIN NOJIUAPTEPUAT CJI, nucTanibHasi raHrpeHa KOHEYHOCTEH, 3Bl KOXKH,
HEKpo3bl Koxku, nopaxkenue [IHC, noyex
O6nuTepupyromui TPOMOOAHTUUT PermnuBupytomuii Murpupyronmii ¢hiaeour,
(6one3ns broprepa—Bunusaprepa) JMCTalbHasl TaHIPEeHa KOHEUHOCTEH, S3BbI KOXKH,

HEKpO3 KOXH, HHPAPKT MHOKAp/Ia, TPOMOO3 COCYIOB
Opbokeriku, nopaxenue [THC

['eMopparuueckuii BACKyJIUT I'eMopparuueckue BHICHIIIAHUS Ha KOXKE, SI3Bbl U
HEKpO3 KOXKH, HOPAKEHHUE TIOYEK

Bucounsriii aprepuunt (6o1e3nbp XopToHa) | Tpom003 apTepHii ceTyaTKu, TOJIOBHBIE 00N

Hecneunduyeckuii aoproapTepuut CuHIpOM AU a0opThl, TOpAaXKEHHUE KJIAIIAHOB cepALla
(6one3nb Takascy)
TTII (6one3np MorkoBuIia) PetmnuBupytomye TpoMO03bl COCYI0B Pa3IMUYHOTO

KaJ'II/I6pa, TpOM6OLII/ITOHeHI/I$[, TCMOJIMTHUYCCKAasa
AYTOMMMYHHAsA aHCMUA

I'eMOIUTUKO-ypEMUUECKUN CUHAPOM PenmnuBupytomuye TpoMO03bl COCYI0B Pa3IUYHOTIO
KanuOpa, mopakeHre MoYeK, FTeMOJINTUYEeCKast
aHeMUs1, FeMOpparuu

KosxHblil BacCKynuT SI3BBI M HEKPO3BI KOXKH, JINBEJ0-BACKYJIUT

Peemamuueckue 3avonesanus

Octpas peBMaTHYECKas TUXOpaIKa dopmupoBaHUE TOPOKOB Cep/IIia, TPOMOO3bI COCYIOB
paznuuHoi nokanuzanuu (yame LHIHC u
KOHEYHOCTEHN) 110 MEXaHU3MY KapIuOTr€HHOU

TpoMOOIMOOTUHN
CKB Tpom603b1, reMaTOIOTHYEeCKIEe HAPYIIESHUS, TUBEJIO
Cxruepoaepmust JluBeno, nucTanbHasi TaHTPeHa KOHEYHOCTEM, SI3BBI
KOXU
Tpomoboghunuu

HaCJ'ICI[CTBCHHBIC (B pe3yiibTare MYTaI_[I/Iﬁ PCL[I/I,Z[I/IBI/IpyIOIJ_II/IC Tp0M603LI COCYIOB pa3JIMIHOTO
CBCPTHIBAIOIIHX (baKTOpOB, IJIa3MECHHBIX KaJ'II/I6pa " JIOKaJIM3alluH, KOXKXHBIC A3BbI
aHTI/IKanyHSIHTOB)

JABC-cunapom TpoMO0IMOOTUYECKHE OCIIOKHEHNS,
TPOMOOIIUTONICHHUS, KOXKHBIE SI3BBI

Hnghexyuonnvie 3a60n1e6anus

TyGepkyne3, BUpYCHbIE T€aTUTHI U JP. \ Tpom60sIMO0IMH, TOTIEPEUHBII MUETTUT, TUBEI0




JubdepeHnnanbHpii TMarHo3 ¢ TPOMOOIMOOIMUESCKUMH 3a00JICBAaHUSIMU 3aBUCHT OT
BOBJICYEHHOT'O COCYIUCTOTO JIOXKA (BEHO3HOTO, apTEPUAIIBHOTO MM 000HX).

[Ipy BEHO3HBIX OKKIIIO3USIX, €CIIH ONPENENSIeTCS TOJIBKO BEHO3HBIM TPOMOO3 WIIH
TOJIA, B kpyr nuddepeHImanbHOro 1Marno3a BKIFOYaroT:

® [pUOOpETEeHHBIC U TeHETHYECKHEe TPOMOO (U,

e jedekTol GUOPUHOIN3A;

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

JIuna ¢ BEHO3HBIMH TPOMOO3aMHU MOJIOKE 45 JIeT ¢ HaJlu4ueM pOJACTBEHHHUKOB |
CTENEHU POJCTBA C TPOMOO3aMHU B MOJIOJIOM BO3pacTe JOJKHBI MCCIEI0BAThCS HA T'€HETHUYECKe
tpombodmmu. Ha ceronns sicio, 4ro uccienoBanue adJl ciemyer mpoBOAUTH MPH HEKOTOPBIX
SHIOKPUHHBIX 3a00JeBaHUsIX: 00Je3Hn AaaucoHa u runonuryutapusme (cuniapome Illuxena).
XoT4 yka3zaHHe Ha BEHO3HBIH TpomO03 sBIISETCS MOKazaTeseM TpoMOO(UIMYECKoro craryca, B
TO K€ BpEMsI HEKOTOpPbIE COIYTCTBYIOLIUE KIMHUYECKHE MPOSIBICHUS MOTYT OBITh NMPHU3HAKOM
CUCTEMHOI0 3a00JieBaHus ¢ O0jIee BBICOKUM PUCKOM BEHO3HOT0 TpomMbOo3a. Hanpumep, ykasanue
B aHaMHE3€ Ha OOJIE3HEHHBIC SI3BBI CIIM3UCTBIX BO PTY M FCHUTAIHUAX Y MOJOJBIX IMALMEHTOB C
BEHO3HBIMH TPOMOO3aMHU JIOJDKHO HAaBOJWTH Ha JauarHo3 Oone3nu bexuera, mpu KOTOpO#
nogo6Ho ADC nopaxaroTcs cocy sl 1I000ro kammopa.
IIpu BbIIBIEHHMM TpoMOO3a TOJBKO apTEPHATIBHOIO pycia MCKIYaTCs
cienyroiye 3a001eBaHuUs:

®  aTepoCKIIEPO3;

e oMOonuu (Ipy MepLAaTeIbHOW AapUTMUHM, MHUKCOME MpeACcepAus, HHAOKAPAUTE,
X0JIECTEPOJIOBBIE SMO0IIBI), MH(MAPKT MUOKAp/Ia C TPOMOO30M JKEIyI0YKOB CEepAlIa;

e JexoMIIpeccuoHHBbIe cocTosiHus (KeccoHoBa Gosie3Hb);

e TTII/reMONUTUKO-YpPEMUUECKUN CUHIPOM.

Ocob6oro BHMMaHUs TpeOyIOT MOJIOJbIE MALMEHTHl ¢ MHCYJIBTaMH, y KOTOPBIX Ooiiee
yeM B 18% cnyuaeB BbuBisitorcss a®JI B kpoBu (KamamnukoBa JI.A.). Hekotopeie adJI-
MO3UTUBHBIE OOJbHBIE MOTYT HUMETh KIMHUYECKUE TMPOSIBICHUS, CXOAHBIE C PACCEIHHBIM
CKJIEPO30M, KOTOpBIE SBIISIIOTCS CIIEJCTBUEM MHOXECTBEHHBIX IepeOpanbHbIX HH(APKTOB,
HOATBEPXKIEHHBIX MeTogamu HelpoBuzyanuzanuu (MPT). ITono6usiii Tun nospexaenus LTHC
OTMEYaeTCsl MpPH PACCETHHOM CKJIepo3e U IepedpaJbHOW  ayTOCOMHO-JIOMHHUPYIOLIEH
apTepUONaTUU C MOJKOPKOBBIMU HH(papKTamMH M JelkosHuedaronatueid. OTUX MalUEHTOB
HEO0OXOUMO TILATENBHO pacclpaliuBaTh O HAIMYUHU B CEMbSIX POJICTBEHHUKOB C HHCYJIbTAMH U
JEMEHIIUEeH B MOJIOJIOM Bo3pacte. [Ipu mccienoBaHuu ayToONCUi MOAOOHBIX CITydaeB HaXOJST
MHOXECTBEHHBIC TITyOOKHE MenKue HHGMapKThl Mo3ra U aupdy3HyIo JeHKodHIEe(haIonaTuio.

JlanHbIii reHeTHYecKuit 1edexT cueruieH ¢ 19-it xpoMocoMoii.



[Ipu

COYCTaHHBIX

TpoMO03ax

QG epeHIMaIbHOr0 IMarHo3a BKIIOYAr0TCS:

(apTepuanbHOTO

U BEHO3HOTO0) B

Kpyr

e HapymeHus B cucreme GpuOpuHonmsa (nuchudOpuHOreHEeMuUsT WM ACPUIIUT aKTHBATOPa

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 codeTaHun pPEUUIUBUPYIOMIMX 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 +— + + ++ +
[Tonuoprannas +— + + ++ +-
HEJI0CTaTOYHOCTD
I'emopparuu -—— + + ++
AHTHTENA K +— +— - -
TpoMOoITUTaM
[Ipsimas peakuus +— +— - __
Kym0Oca no3utiBHa
IIucronuTsl —— +— + + +—
I'unodgubpunorenemus | — — +— —— + +
V uminenne AYTB +— +— - + 47
1D - — +— —— + +
['mmokommiementemus | + — +— __* __5
AH®D+ + — + — _ = __§
adJI+ ++ ++ - _ s
Ilpumeyanue:  ADOC  —  aumugocgorunuonvii  cunopom, KADPC  —

kamacmpoguueckuti AQC, TTI — mpombomuueckas mpomboyumonenuueckas nypnypa, JBC
oucceMuHupoganroe 8Hympucocyoucmoe ceepmoiganue, AYTB AKMuBUPOBaAHHOE
yacmuyrnoe mpomoboniacmunogoe epems, I1JJd — npodykmul deepadayuu ¢ubpunocena, AHD
— anmuHykeapuwii pakmop, a®JI — anmughocghonunudonvie anmumena.
*ompuyamenvHolii  mecm  cmewusanmus — (npu  onpeoeneHuu
AHMUKOA2YNAHMA,).
NO3UMUBHBIIL MeC CMEeWUBanUs (npu onpedeneHuu 8014aHOYHO20 AHMUKOA2YISAHMA,).
*TTII moxem 0vimo accouuuposaria ¢ CKB.

$ABC moxem 0vimo accoyuuposar ¢ KADC.

BOJIYHAHOYHO20



Hudbdepennmanbupiii guarno3 Mmexay ADOC u TpoMOOTHYECKUMH aHTHOTIATUSIMH YacTO
ciokeH. Heo0XoauMo y4uThIBaTh, YTO HE3HAUUTEIbHAst TpomOoruronenus npu ADC 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 ormeuaercsa npu KADC. UccnenoBanue adJl kak CKpUHUHTOBBIX
TECTOB MMOKA3aHO MAaLMEHTaM ¢ TPOMOOIIUTONIEHHEN HEICHOTO reHe3a, 0COOEHHO OEpeMEHHBIM C
TPOMOOLIUTONICHUEH, KOTJa PHUCK pa3BUTUSA TeMopparuii u3-3a TPOMOOIIMTONEHUM U PHUCK
TpoM603a u3-3a adJI yxyamaer ucxon, kak y 1ioja, Tak U 'y MaTepHu.

KoxHble nposiBiIeHMs, CpeIu KOTOPBIX HauboJjee yacToe JIMBENO0, MOKET UMETh MECTO
IIPU pa3IMYHbIX pEBMAaTHUECKUX 3a0oiyieBaHUsAX. boiee Toro, KoxKHbIE HEKPO3bl, KOXKHbIE S3BbI,
M3MEHEHHE OKPACKH KOXHU OT OJIEAHOCTU J0 MOKPACHEHUsl TPeOyeT MCKIIOYCHHS] U CHUCTEMHBIX
BaCKYJIMTOB, a TaKK€ BTOPUYHBIX BacCKyIuTOB Ha (poHe mHbekuuil. ['aHrpeHo3Has muoaepmus
TaK)K€ 4acTO SBJIAETCS KOXKHBIM MPOSIBIEHHMEM CHCTEMHBIX pEBMAaTHYECKHX 3a00JeBaHMM, HO
UMEIOTCSI COOOIIICHUS CITyJaeB.

[laTonmorus kimamaHoB cepAla TpeOyeT HCKIIOYEHHS WH(EKIHOHHOTO 3HIOKapIuTa,
XPOHUYECKOW peBMAaTUYECKOW muxopanku. B Tabmume 5 w 6 mnpuBeneHbl MPHU3HAKU,
BCTpeUarouecss mpu 3TUX martojorusx. Kak BUAHO, HMMeeTCs psA CXOXHX IPU3HAKOB.
PeBmarnueckas nuxopaaka (PJI) u A®C — nBa 3a0osieBaHus €O CXOJHOM KIMHUYECKOU
kapTuHOU. [lyckoBbIM (akTOopoM B o0eux maroyorusx ssisercsa uHdexkuus. [Ipu PJI nokazan
WH(QEKIIMOHHBIA areHT — [3-TeMOJIMTUYECKUI CTPENTOKOKK TpymIbl Streptococcus pyogenes.
MonekynsapHasi MHUMHUKPUS MEXIy MHUKPOOOM U MOJEKyJaMH TKaHH cepina OOBsICHSET
sTHosioruto 3aboneBanust PJI, momoOHble MexaHusmbl umeroT 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
uHpekuen, Torna kak npu AP@C GONBIIMHCTBO CIy4aeB Pa3BUBACTCSA MO MEXAHU3MY «ylap U
npober», T.e. pa3BUTHE 3a00JIEBaHUE OTCPOUEHO BO BPEMEHH. XapaKTep MOpaXKeHUs KIalmaHOB
cepaua takxke paznnueH. [Ipy ADC cTeHO3bI KIIAMaHOB PAa3BUBAIOTCSA PEAKO W, B OTIWYHE OT
PEBMATHYECKOTO CTE€HO3a, y ATHX OOJIbHBIX, [0 HAIIUM JaHHBIM, HE OTMEYaJlOCh CHAasHUS
KOMHCCYp, CYKEHHE OTBEpCTHS OOYCIOBIMBAIOCH OOJBIIMMH TPOMOOIHAOKAPIUAIBHBIMU

HAJIOKEHUSIMU U iehopMaliveil CTBOPOK.



Tabnauua 5. InddepenuuajbHblii AUATHO3 MOPAKEHUS KJIANAHOB
cepaua npu aHTUPOCPHPoIUNUIHOM CHHIAPOME, PEBMATHYECCKOM JUXOPAAKEe U

HH(PEKUNOHHOM IHAOKAPAUTE

Hpuznaxku ADC Peemarnueckas | UHpexkumoHHbIN
JUX0pagKa YHAOKAPAUT
Jluxopajka +/— +/— +
JlelikonuTo3s — +
CPb - +
IToceB kpoBU — +
adJI — —
Ox0-KI' Huddysnoe OrpanudeHHoe OrpaHuyeHHbIe

YTOJILEHUE WIN
JIOKaJIbHOE CpeHEN
4acTU CTBOPKH HUJIU
OCHOBAaHUS €€

BOBJICUYCHUEM
BEpXHEH yacTu,

CIUsSHHE,
KaJIbIIM(PUKALTHAS
KJIaIlaHa

YTOJIIIEHUE XOPABI U

YTOJIIICHUEC KJIallaHa € | HAJIOKCHUA Ha

pEACEPAHOMN
MMOBEPXHOCTHU WJIU
A0pTAILHOM, WU
npeacepaHo-
JKEIyJOUYKOBOH C
pa3pbIBOM KJlaraHa

Tadauuna 6. Cxoxue nmposiBjieHUs1 AHTH(POCGHOITUITUIHOTO CHHAPOMA U OCTPOH
peBMaTH4eckoi Juxopaakoii (OPJI) (Blank M. u coasr., 2005)

IIpusnaxku OPJI ADC
Hedopmarius kianaHoB cepaia + +
['ucronorus Amo¢-Tanaesckue ®dubpo3 (komnareH V)
TpaHyJIeMbl
Jleuenue ITpote3upoBanue kinanana | Ilpore3npoBanue kinamnaHa
ITopaxxenue ITHC (xopest) + +
Wndexuus + +

Streptococcus pyogenes

Streptococcus pyogenes u
Ap.

MoutekyiisipHas MUMHUKPHS + +

WNn¢unbTpanus TkaHen +, +,

auMdoruTaMu BKrouas T, BKitouas T, pearupyromue
pearupyromue ¢ M- c B2 I'lT1
IIPOTENHOM KJIETKH

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

Jlerno3uTel KOMIJIEMEHTA + +

OKcnpeccust MOJIEKYJT aAre3un VCAM-I ol-uHTerpuH

AHTHTENA

M-nipoTenHy ¥ MHO3HHY,
GIcNA, namununy, 32
I'T11

B2 I'TI1 x kKapAMOAUIHUHY U
IPOTPOMOUHY, aHHEKCHHY-
V, M-niporenny

Axymepckast natojoruss APC Ttaxke TpeOyeT 1abopaTOpHOro MOJITBEPKIAECHUS U

UCKJTIOUEHHS JIPYTUX TPUYMH HOTEpU OEpEeMEHHOCTH. DTO W TeHeTHUYecKue TpoMOoduianu, u

BOCTAJIUTENbHASL TATOJOTHS MOJIOBBIX OopraHoB. ADJI MOryT BBISBIATHCS NMPU WHOEKIIMOHHBIX




3a00JIeBaHUSAX B HU3KUX WM CPEIHUX MO3UTHBHBIX YPOBHSX, a JUIsl HCKJIIOYEHHUS CBS3U C
uH}peKe HeooxoaumMbl TOBTOpHBIE HccaenoBanus adJl uepes 12 Henens.

B 3akmouenue cneayer noguepkHyTb, 4To ADC — 3TO aHTUTEIOMHIYIIMPOBAHHBIN
TpoMOO3, OCHOBOM JAMarHo3a KOTOPOTO Hapsy C KIMHUYECKUMHU TMPOSBICHUSIMH SBIISIETCA
o0s3aTeNbHOE HAJM4YME CEepPOJIOTUYECKUX MapKepoB. AKyuiepckyio mnartonoruto mnpu ADC
CJIeZlyeT pacCMaTpHUBaTh Kak TpoMOOTHUEcKoe ocnoxkHeHue. OnHokpatHoe uccienopanue adJl

HE T03BOJIsIeT BepuduimupoBats nin uckiiountsh ADC.

Pexomenganuu no segenuio 60abHbIx ADPC ¢ TpombGoszom
1. Benenue manMeHTOB ¢ apTepUANbHBIMU  W/WJIM  BEHO3HBIMU
TpomOo3amu u adJI, He HabuparMMX KPUTEPHUH I TOCTOBEPHOTO
A®C (ceponormyeckrue MapKEPbl B HHU3KHX YPOBHSX), HE
otnuyaetcs oT BeneHus adJl HeraTUBHBIX OOJBHBIX C MOJOOHBIMU
TPOMOOTHUYECKUMH UCX0AaMHU (YPOBeHb Aoka3aTejbcTBa 1C)

Kommenmapuu. Jlanubie CHCTEMHOTO 0030pa CBUIETEIBCTBYIOT, YTO MAIUEHTHI C
BEHO3HbIM TpoMOosMOomu3mMoM u adJl, naxe ecnd OHUM HE HaOUPAIOT
nabopatopHble KpuTepuu i auarHo3a A®DC, jiedeHHe aHTUKOATYJISTHTAMH HE
OTJIMYACTCSA OT BEJACHHS OOJIbHBIX ¢ TpomOo3amu, He cBsizaHHbiMEH ¢ adJI [7,8].
OOBIYHO BHAYaJIe HA3HAYAIOTCS TEMapuHbl: HePaKIIUMOHUPOBAHHBINA (OOBIYHBIN),
WM HU3KO-MOJIEKYJISIPHBIC , WM TEHTAacaxapy/bl, C MOCISAYIONIUM MEPEBOIOM Ha

npuém anraronuctoB Butamuda K (ABK) (Bapdapun).

2. PexomenmoBano OonbHBIM ¢ ompeneiaéHabiM ADPC u  1mepBBIM
BCHO3HBIM TPOMOO30M Ha3HAUCHHWE AaHTAarOHUCTOB BUTaMHHa K
(ABK) c LIEJIEBBIM 3HAYECHUEM MEKTYHAPOIHOTO

HOopManu3zoBaHHoro otHomenus (MHO) B mnpegenax 2,0-3,0

(ypoBenb noka3areiancrBa 1B)
KommenTapun. B aByx knnHu4eckux uccienoBanusx [9,10] 6p110 MOKa3aHo, YTO
BBICOKO-UHTEHCUBHBIA ypoBeHb (MHO>3,0) rumokoarynsiiuu HE HPEBOCXOJUT
ctanaaptHeiii ypoBenb (MHO 2,0-3,0) B mpodunaktuke peruanBa Tpombo3a U
aCCOIMUPOBAJICS ¢ 0o0Jiee YaCTHIMH T€MOPPAarHIeCKUMH OCJIOXHEHUAMU. B 0/1HOM
u3 pabor [11] mO CpaBHEHHIO [BYX pEXHMOB BBICOKO-HHTCHCHBHOTO H
CTaHJApTHOTO, OBUIO TMOKA3aHO YTO BBICOKAs HHTEHCUBHOCTH T'HMIIOKOATYJISILIUU

acconmnrupoBajlaCb C BBICOKOM 4YaCTOTOM KpOBOTequHfI, HO W IMMapadOKCAJIbHO C



0osee 4yaCTbIMU TPOMOOIMOOIMUECKUMHU OCIIOKHEHUSAMHU, YTO BUIUMO, CBA3AHO C
yactoil gurokryarueit MHO.

3. [Manmentsl ¢ onpenenéHubiM ADPC U apTepHalIbHBIMU TPOMOO3aMu
JOJDKHBI TTOJTy4aTh BapapuH c neneBbiM 3HadeHnem MHO > 3,0
WM KOMOMHUPOBATh ¢ HU3KUMU o3amu acnupuHa (MHO 2,0-3,0).
(YpoBeHb j0Ka3zaTejibCTBA He TpPaIyHpoBaH B CBSI3M C
OTCYTCTBHEM coryiacus.) HekoTopbie 4ieHBI KOMHUCCHU T0JIATrafoT,
YTO TOJIBKO aHTHArperaHThl (ACUPUH WA KIOMHAOTPENb) WA
ABK ¢ nenessim MHO 2,0-3,0 6yayT oamHaKoBO 0OOCHOBAaHBI B
ATUX CUTYyalUsIX)
KomMmeHnTapuu. B perpocniekTuBHOM uccienoBanuu [12] ObUTO OTMEUYEHO, YTO HU

aCUpHH B HH3KHUX J103aX, HM aHTaroHUCThl BUTaMMHA K ¢ JOCTHMXKEHHEM
CTaHJIAPTHOM (CpelHE-MHTECHCUBHOM CTENEHU) THUIOKOAryJlsilud  HE ObLIM
3¢dexTuBHBl 11 BTOPUYHOM TpomOonpoduiaktuku y OonbHbIX ¢ adJl u
aprepuaqbHBIMM  TpoMmOo3amu.  Jlpyroe  NpOCHEKTUBHOE  ABYXTIOJMYHOE
uccnenoBanre [13] He oTMeTWIIO paznMuUMK B OTBETE HHM HA AaCMHUPHUH, HU HA
AHTUKOATYJISHTBl Y OOJBHBIX ¢ WHCYJbTaMH a®dJ] MO3UTUBHBIX U HETaTUBHBIX.
OnHaKo 3TO HMCCIEIOBAHUE HE MOXKET OBbITh 3KCTPAIOJMPOBAHO HA MOIYJISILIHIO
00JBHBIX ¢ MHCYJIbTaMu U AocToBepHbIM ADC, ypoBHH adJI ObLIM Hcciieq0BaHBbI
BHayaje BKJIOUEHUS B HCCIEJOBAaHUE, YTO MOIJIO IPUBECTU K BKIKOYEHUIO
MIALIUEHTOB C TPAaH3UTOPHO NO3UTHBHbIMU adJl. Pa3nuuuss B MHTEHCUBHOCTHU
TUIOKOAryJIsiuu oocysxkaatorces nociaeanue 10 ner. B cucremHom 0630pe [7] Ob110
CHAENaHO 3aKjroueHue: s jnoctoBepHoro AMDC BBICOKMI pHUCK peluInBa
OTMEYaJICs MPU CTAaHAAPTHOW TMIIOKOATYISIUHU, PEHUANB TPoMO03a ObLT pexke Mpu
MHO > 3,0. CBepx TOrO, CMEpTh M3-3a KPOBOTCUEHUIN ObllIa HAMHOTO PEXe, YeM
CMEpTh H3-3a Tpombo3a [7].

4, OreHKa pucKka KPpOBOTEUEHHS! Y OOJIBHOTO JOJKHA OBITh BBIMOJIHEHA
JI0 HA3HAUYCHHUS BBICOKOW CTEMEHM TUIMOKOATYISIUA WU
KOMOMHUPOBAHUS aHTUKOATYJSIHTOB M aHTHArperaHTtoB (YpoBeHb
JA0KA3aTeJIbCTBA He TPAAYHPOBaH)

5. [Taruentsr 6e3 CKB ¢ omHMM 3MH30/10M WHCYNBTA, HE CBS3aHHOTO C
KapauodMOoInueckuM MexaHusmoM, ¢ mpodwmiem adJl Hu3KOTO
pucka TpombOO3a W HAJIMYMEM OOPATUMBIX TPOBOIUPYIOIINX
(GakTOpoB MOTYT OTHEIBHO CYHTATHCS KaHIWJIATAMU IS
Ha3HAYCHHs]  aHTUTPOMOOLMTApHBIX  mpernapaToB  (YpoBeHb
JA0KA3aTeJIbCTBA He TPAJyHUPOBAH)



6.  Bonbabie ¢ nocroBepHbiM ADC u TpomMOO3aMH JOJKHBI JTUTEIHLHO
(MOXKM3HEHHO)  TOJy4YaTh  AHTUTPOMOOTHYECKYIO  TEparuio
(ypoBenn noka3zarenncra 1C)

7. BOJBHBIM C OHMM CJIy9aeM BEHO3HOTO TpoM0Oo3a c mpodruiem adJl
HU3KOTO pHucKa U U3BECTHBIMU TPEXOIAITIMH
NPCIUNATUPYIONUMHE  (PaKTOpaMu aHTUKOATYJSIHTHAsl —Teparus
MOJKET OBITh JUMHTHPOBaHA B mpezenax 3-6 mecsieB (YpoBeHb
I0KA3aTeIbCTBA He TPAyHPOBaH)

8. [Tariuentam ¢ adJl, Ho 6e3 CKB u 6e3 mpeamecTByonmx TpoM0030B
npu npodune adJI  BbICOKOTO  puUCKa  PEKOMEHIOBaHA
JOJATOCPOYHBIA TPUEM HHU3KUX 103 AaCIHPUHA, OCOOCHHO MPH
HaIM4YUM  Jpyrux  (akTopoB pucka TpombOo3a (ypOBeHb
nokazarejbcTBa 2C)

Kommenrapun. [lepBuunas npoduiiaktuka Tpom003a JODKHA MPOBOAMUTHCS Y

0onpHBIX CKB ¢ a®JI nnm ¢ KIacCu4ecKUMH KapAHUOBACKYJISIPHBIMU (PaKTOpaMH
pucka, XoTs 3(PPEeKTUBHOCTb acHUpUHA B JTHX CIydasx OCIIApUBAETCH,
peuMyIecTBeHHO y 001pHBIX O0e3 CKB [14,15,16,17,18]

Q. boneubiM CKB ¢ nonoxutenbHeiM BA uin CTOMKO MO3UTHBHBIMU
aKJI B cpeHUX WM BBICOKUX YPOBHSIX PEKOMEHIYETCS MEepBUYHAS
TpomOonpoduiakTrka ruapokcuxyiopoxusoMm (I'X) (ypoBensn
aokaszarejnbcrBa 1B, wuexomopwvimu unenamu  cneyuanvhou
komuccub  noodepoican  yposenv  dokazamenvnocmu 2B ons
ucnonvzosanusi I'X) W HU3KKE 036l acnupuHa (YpPOBEHb
JA0Ka3aTe/ibcTBa 2B)

KommenTapun. ['X kpoMe NpOTHBOBOCHAIMTENBHOTO JEUCTBUS , 00yazaer
aHTUTpOMOOTHYECKMM d()PEKTOM HHTUOUpPYs arperamuio TPOMOOLUTOB H
BBICBOOOXKICHUE apaxUJI0HOBOM KMCIOTHI U3 aKTUBUPOBAHHBIX TpoMmOomuToB [18].

10. Bcem Hocutenmsim adJI pexomeHgoBaHa TpoMOompoduiIakTHKa B
CUTyallUsiX BBICOKOTO pHCKa TpoM0OO03a, TaKUX KaK XUPYPrHUECKUE
BMEUIATENbCTBA, AJIUTENIbHAS HUMMOOWIM3AIUS M TOCIEPOIOBBIN
nepuos (ypoBeHb aoka3areibcTBa 1C)

11. 'V Bcex OonbHbix ¢ mnpoduiem adJl BBICOKOTO pHCKa CIEAyeT
KOHTPOJMPOBAaTh KapAUOBACKYJISIpHbIE (DAKTOPHI HE3aBUCHUMO OT
HaJW4usl TMPEIIIEeCTBYIOMMX TpoMO0030B, comyrtcTByromieir CKB,
VI JOIIOJTHUTEIIBHBIX ADC IIPOSIBJIICHU U (ypoBeHnb
J0Ka3aTeJIbCTBA He IPagyupPOBaH)

KommenTapuu. bonbHbie ADC yacTo MMEIOT JApyrue JIONOJHUTEIbHBIE

KapIUOBAcCKyJIsipHble (AaKTOpPhl pPHUCKAa TaKhe Kak: THUIEPTEeH3Usl, KYypeHHue,

THIIEPXOJIECTEPUHEMUs, TPUEM OpalbHBIX KoHTpamenTuBoB [19,20,22,23].B



WCCIIC/IOBAaHUH CITy4ail-KOHTPOJb [24] pHCK HWHCYNbTa YABAMBAICS Yy KypSIIUX
JKEHIIMH ¢ BA, 0 CpaBHEHHIO ¢ HEKYPALIMMH; UCIIOJIb30BAHUE KOHTPALIENITUBOB
YBEIIMYUBAJIO PUCK Pa3BUTUA HUHCYJIBTOB B 7 pa3. B sTtom uccienoBaHuu Bce

KEHIIUHBI ¢ HH(APKTOM MUOKap/ia ObUIH KypsIIIIUMUA BO BPEMS €TI0 Pa3BUTHSI.

KunHnyeckue pekoMeHIaluy Npy aKyumepckoil narojorun A®C

AKymiepckas mnaToJioTusi OJlHa M3 KpYNHbIX acnekTtoB ADPC u sBisgercs
KPUTCPUATbHBIM TPU3HAKOM JUAarHOCTHUeckux Kputepuii ADPC [1,2,3,25].
Axkymepckass  martoioruss  APC  BKIIOYaeT ~— MaTEpUHCKHE  TPOMOO3BI,
pEelHUIMBUPYIOIINE CIIOHTaHHBIE abopTel A0 10 Hexenp recTanuu, MO3THHUE
HEXeJaTelbHbIE HCXO0Jbl OEpEeMEHHOCTH (HampuMmep: BHYTpHYTpoOHas THOeb
mwioza, IPE3KJIaMIICHS, IUTalleHTapHast HEI0CTaTOYHOCTb, 3aJ1e0KKa
BHYTPUYTPOOHOTO pa3BUTHS TUIO/A, TpEXKAEeBpeMeHHbIe poabl). Jaxke mpu
IPOBEJCHUM ONTUMAIBHON TEpalmuu COMIACHO CYIIECTBYIOIIUM PEKOMEHIALUSAM
HeOJIaronpusTHbIe UcXoAbl y xkeHIuH ¢ ADC 10 cux mop BapbuUpyIOT B Ipeneiax
20-30% ciryuaes [27,28].

1. Tpombonpodunaktuka y  OeccuMnTOMHBIX  adJI-MO3UTUBHBIX
KEHIIMH TPHU BEICHUU OEPEeMEHHOCTH W TOCIEPOJOBOM TMEPHOAC
ClielyeT MPOBOAUTH COTJIIACHO PUCK-CTPATU(PUIIMPOBAHHOTO TOIXOA.
(YpPoBeHBb 10Ka3aTeJIbCTBA He IPaAyHMPOBaH)

2. I'mapokcuxyopoxuH pPEKOMEHIyeTCs IS NIEPBUYHON
TpoMOonpouakTik y OepemMeHHBIX OeccumnTomMHbix adJl-
NO3UTUBHBIX  JKEHIIWH, OCOOeHHO Ha  (QoHe  3abojeBaHU
COCTMHUTENLHON TKaHW (YpOBEHBb J0Ka3aTelbCTBA HE T'PaTyHpPOBaH)
(YpoBeHb JI0Ka3aTeIbCTBA He rpaaynpoBaH) [29].

3. Ilpy BO3HMKHOBEHUM CHUTyallud BBICOKOTO pHCKa TpomOo3a
(mepuonepaTUBHBIA  MEpPUOJ,  JJIMTENbHAsT ~ MMMOOMIM3AIIMS)
PEKOMEHIYIOTCS ~ MPOQMIAKTUYECKUE  JI03bl  TemapuHa  JUIs

oeccumnToMHbIX adJI-mo3uTHBHBIX xKeHIuH [30]



KommenTapun. Heo6xoaumocts TpomOonpodunaktuku y xeHmmH ¢ adJl npu
OTCYTCTBUU TPOMOOTHYECKUX OCJIOXKHEHUU B aHAMHE3€ OCTaETCs CIIOPHOW Cpenu
sKcnepToB. IlpekpailieHue KypeHus U CHUKEHUE MHJEKCa MacChl Tela MpU €ro
BBICOKOM YPOBHE SIBJISICTCSI OJHUM W3 BaXKHBIX YCJIOBUN MPOGUIAKTHKU TpoMOO03a
y 3THX XeHIwH [3]. MHeHue SKCnepToB ObLIO €IWHOTIACHBIM O BBICOKOM PHCKE
TpoMOO3a B ATOU Ipymne Npu MpuEMe OpalIbHbIX KOHTpauenTtuBoB. HekoTopeiMu
JKCIIEPTaMU NPEIJIOKEHO COYETaHWE HUX MpUEMA C AHTHKOAryJsIHTaMHu, HO
IPOTPOMOOTHYECKUIT PUCK MOXKET IEPEBEIIMBATH IOJIOXKUTEIbHBIE MOMEHTHI
KOHTPALMNITUBOB. YUHUTHIBAs PUCK HEXENATENbHBIX SBICHUN aHTHUKOATyJISHTOB,
OOJBIIMHCTBO IKCIEPTOB HE COIVIACHBI C MPOJODKEHHEM Npuéma BapdapuHa B
nocnepogoBoM nepuose y adJI-mo3uTUBHBIX, HO 0€3 KIMHUYECKUX TMPOSIBICHUN
O00NbHBIX. B oTHOWIEHNH préMa HU3KUX J03 ACTIMPUHA TAKKE MHEHHE HKCIIEPTOB
IPOTUBOPEUYMBO. DTO OCHOBAaHO HA 3aKIIOYEHUSIX JBYX pPaHIOMHM3UPOBAHHBIX
UCCJIEJOBaHMM, i€ OJTHO OTMETUJIO YCIIEIIHOE 3aBeplIeHNe OEPEMEHHOCTH B ATON
rpyIie >KCHIMH Ha (oHe Hu3KuX 103 acnupuHa [31], BTOpOoe — oTMeTHIIO
Hea(hPeKTUBHOCTH ero B Tpombonpoduiaktuke [32]. OnxHako OONBIIMHCTBO padoT
noarsepxkaatot npu adJI mpoduiie BICOKOro pucka TpomM003a NpoPpuiIaKTHYECKue
J103bl TeTIapuHa MOKa3aHbl.

4. T'enapusbl (HeQpaKUMOHUPOBAHHBIM MM HU3KO MOJIEKYJISIPHBIE) C
uin 0e3 HU3KUX J03 aclupuHa pEKOMEHIYeTCsl [JIsl BEIECHUS
o0epemeHHbIX keHIIHH ¢ ADC (YpoBeHb J0Ka3aTejbeTBa 1¢).

Onoopeno pexomenganueii EULAR npu BegeHnu OepeMeHHBIX KEHIIMH €
CKB u A®C [33]. DddexktuBHOCTS renapuHa Yy skeHIUH ¢ ADC sBusercs
JI0Ka3aHHOM M 3TOMY yzieJIeHO O0JbllIoe BHUMAHUE B JINTEPATYpEe, HA CAMOM JIETIE,
B HACTOAIIEE BpEeMs OTMEYAETCs €ro Ha3HauyeHue OepeMEHHBIM >KCHIIMHAM, Y
KOTOPBIX TMPHYWHA MOTepu npeasiayiiei HenmsBectHa [34,35] . KoxpaHoBCkwuit
CUCTEMHBbIII 0030p W MeTa-aHajlu3 TMO3BOJIMIM CHeJaTh 3aKI0YeHHE, YTO
npuMeHeHue He(pakUMOHHOTO TelapruHa W aclUpHHa CHIDKAJIO YacTOTYy MOTEPh
oepemenHoctu a0 54% vy xeHummH ¢ ad®dJl u mpenplaylIed aKyIIepCKOi

naronioruedi  [36]. Mudopmanmu o0 NpPEeHMyIIECTBE HHU3KO MOJIEKYJISIPHBIX



renapuHOB HaJa HE(QPaKIUOHHOM TEMapuHOM B COYETAaHUU C ACIHUPUHOM
HEJ0CTaTOYHO. B ABYX MaibIX HCCIIEIOBaHUAX ObLIa MOKAa3aHa CXOXKECTh O00OMX
rermapuHoB y OepemenHbix ¢ adJl [37,38] .

5. Bropuunas mnpo¢unaktuka TpomOo3a y keHmuH ¢ ADPC B
MIOCJIEPOJIOBOM TEPHO/IE MOKUZHEHHAs!, C HA3HAYCHUEM aHTarOHUCTOB
ButamuHa K u mojanep:kanueMm ypoBHs rumnokoaryisiiuuu ot 2,0 10
3,0 - mpu BeHO3HBIX TpoMOO3ax u Beile 3,0 — MpU apTEPUANBHBIX .
(ypoBeHb n0Ka3aTejbcTBa 1B)

6. Karactpoduueckas MUKpOaHTHONaTHs BO BpeMsi OEpEMEHHOCTHU WU B
MOCJIEPOIOBOM  MEpUOJe  OOBIMHO  BKIOYaeT  A(PPEKTUBHYIO
AHTUKOATYJITHTHYIO TEPANuIo U B/B BBeeHUE TIIOKOKpTUKOuA0B (I'K)
+ miasmadepe3 ¢ MOCIAEAYIOIMIMM BBEIECHUEM OJHOTPYIITHOU
CBEKE3aMOPOKEHHOW TIUIa3Mbl W B/B BBEJICHHE YEJIOBEYECKOIO
MMMYHOTJIOOYJIMHA B 3aBUCUMOCTH OT KJIMHUYECKOM CUTYallUU.

B nmocnepomoBoM mepuose MpH  Pe3UCTEHTHBIX (opmax uMeroTcs
€AMHUYHbIE CcoOOUIeHUusT 00 HS(PQPEKTUBHOCTH TI'€HHO-UHXUHEPHOW Tepanuu
(puTykcuMa0, HHrHOUTOPHI KoMIuieMeHTad anTu-OHO unrudurtopsr) [39,40,41].
KiunHnyeckue pekOMEHAAUMH MPH KaTACTPOPHUIECKOM aHTU(POCPHOIMITHIHOM
cungapome (KADC).

KA®C xapaktepusyeTcsi BOBJICUEHUEM B MATOJOTHYECKUN MPOLIECC MHOTUX
OpraHoOB 3a KOPOTKUW MEpPHOJ] BpeMeHHU. ['HcToiornyeckas KapTUHA MPOSBIAETCS
HaJIMYMEM OKKIIIO3UM MEJIKUX COCYJOB U JIA0OPATOPHBIMH MapKEépamu B KpPOBHU
spisiioTcst  antudochomunuansie antutena (adJl) [42,43]. C Touku 3peHus
naTo(pU3HOJIOTUH, KA®C — TpoMOOTHYECKas MHUKPOAHTHOIIATHS,
xapakrepu3syoriasics auddy3Hol TpoMOOTHYECKONH MUKpoBackynonatuei [44]. U
xots, yactora KADC cocraBiaser 1% wu3 Bcex cinydyaeB ADC, oHH OOBIYHO
MPECTABISAIOT CO00M JKU3HEHHO-yrpoxarotue coctosiuust B 30-50% ciydaeB co
CMepTEIIbHBIM UCX010M [44].

[IpenBaputenbHble  KIaCCU(UKAIMOHHBIE JTUArHOCTHUYECKHE KPUTEPUU

KA®C ¢ nuarHOCTHYECKMM alropuTMoM Obuti paszpabotansl B 2003r [43]. s



yIIydiieHus: aiaroputMa u 6onee TouHoil nuarHoctuku KADC 6win paspaboran
nomaroBbiii moaxox anroputMa KA®C [45]. B atoT anroputm OBLI BKJIIOYCH
npeamiecTByromuii anamie3 Hanuuug ADPC uiaM MOCTOSIHHAS MO3UTHUBHOCTH 10
adJI, uncno BOBIEYEHHBIX OPTAHOB, BPEMS UCXOa, HATUYNE MUKPOTPOMOO30B 10
JAHHBIM OWOIICMU M JIpyrue JaHHbIe, MO3BOJSBIINE OOBSCHUTH MPUYUHY
MHOKECTBEHHBIX TPOMOO30B.

HNudopmarnius, ocHOBaHHas Ha AOKa3aTeIbHOM 0a3e, MPUBOJUTCS B UYETHIPEX
PETPOCIEKTUBHBIX  HCCIeNoBaHusAX, aHanmusupoBaBmmx KADC  peructp
[46,47,48,49]. Haubonee BakHbie 3akmtoueHus mo Teparmuu KADC cBogsaTcs k
CJIEIYIOLIUM BBIBOJAM:

1. Beicokuii ypoBeHb BBI3JOPOBJICHHS JOCTUTAETCS MPU KOMOWHAIIUU
antukoaryinssHtoB (AK) ¢ I'K mmoc mnaszmaobmen (mnasmadepes
(I1d) (77,8% npotus 55,4% npu OTCYTCTBUU MOJOOHON KOMOUHAIIMH
p=0,083), cnenyromeit 3a anTukoaryisiHTHoW Ttepanuen mmoc 'K,
wioc [P w/mnu B/B uMmyHoOrnooynus (69% mnporus 54,4% npu

OTCYTCTBHUU MOA00HOM KomOuHanuu p=0,089).

2. M3onmupoBanHHOE wHcnoyib30oBaHue ['K ObIO CBSI3aHO € HU3KUM
ypoBHeM BbI3fopoBieHUs (18,2% mnpotuB 58,1% »snu3omoB He
neyeHHbIx ['K).

3. HUcnonb3oBanue mukinodochamuma (L{P) ymydimano BEHKHBAEMOCTh
oonpHbIX KADC Ha pone CKB [47].

4. YpoBeHb cMepTHOCTH yMeHblnmica ¢ 53% y 6onpHbIX ¢ KADC no
2000 roma mo 33,3% y tex, kro nepeaéc KADC ¢ 2001 no depans
2005r  (p=0,005 , ornomenne mranca (OLI) 2,25; 95%
koHpuaeHmansueii  uHTepBa (KW) 1,27-3,99) [46]. T'naBHBIM
OOBSICHEHHEM TMOAOOHOTO CHIKEHHUS YPOBHSI CMEPTHOCTH OBLIO
koMOuHupoBaHHoe  npumeHeHue  AK+HITK+IID  w/umu  B/B

MMMYHOTJIOOYJIHH.



Hcxons u3 BeIlIENEPEUNCICHHBIX BBIBOJOB, B TEPANIEBTUUECKYIO CTPATETHUIO
KA®C pexkoMeHayeTcss BKIIOYCHUE UACHTUGUKAMM W JICYCHHUS JFOOBIX
COMYTCTBYIOIIUX (PaKTOPOB prcka TpomOo3a (B MEpBYIO odepe/ib MHMEKIIUA) U B
tepanuu KA®C pexomennoBana xkomOunanuss AK c¢ I'K mmoc [1® w/unu B/B
yenoBeueckuit ummyHornoOynud. Ilpu paszsutun KADC na ¢done CKB B/B
Beenenne [I® [47] wMoxer ObITh PEKOMEHIOBAHO TP  OTCYTCTBUU
MIPOTUBOIIOKA3aHUHN U, 0COOEHHO, MPY HATMYNH APYTUX KIMHUYECKHUX MPOSIBICHUI
CKB.

Hannbsie Mexaynapogaoro peructpa KA®C He gan OTBETHI HA CIIOPHBIE U
HEU3BECTHbIE CTOPOHBI 3TOro Bapuanta ADC. IlepBbiii 1 BO3MOXKHO Hauboiee
BAKHBIM HEU3BECTHBIM MOMEHTOM  SIBJIIETCSI MOYEMY HE3HAYUTEIBHOE YHCIO
0onpHBIX ¢ adJl pa3BUBAIOT MOJMOPIaHHYIO HEAOCTATOYHOCTH, HA3BIBAEMOIO
KA®C. Kpome Toro, pacrpeseneHue mo Bo3pacry, noiy, csazu ¢ CKB, nmpodutio
adJI y Oompubix kiaccumueckuM ADPC uw  KADPC cxox [42]. C
natopusnonornyeckod Touku 3peHuss KADC saBigercss TpoMOOTHUYECKUM
MUKpPOAHTHOMATUYECKUM  COCTOSIHMEM,  XapakTepusyromuics  auddy3Hoin
TpOMOOTHYECKON MuKpoBackyionatuei. [lomoOHbIe MATOJIOrMYECKUE HAXOAKU
MOTYT OBITh MPEACTABJICHBI U B JIPYTUX COCTOSIHUSIX TaKUX KaK TPOMOOTHYECKas
TpoMmOoruToniennueckass mypmypa (TTII), reMomuTHKO-ypeMHUeCKUil CHUHIPOM
(I'YC), 3nokauectBenHo runeprensun, HELLP —cungpome, nocnepomoBoit
IMOYEYHOU HEJI0CTATOYHOCTH v MIPEIKIIACMIICUH. TpomOoTHUeckas
MUKPOAHTHOIATHS, COMpPOBOXKIaroIIasica HamuuueMm adJl B KpoBH, ONMHUCHIBACTCS
BO BCEX BBINIE MEPEUUCICHHBIX COCTOSHUSIX, TMPUBOJAS K KOHIICHIUU
«MHKPOAHTHOMATHYECKOT0 aHTU(HOCHOIMIIHI-aCCOMUUPOBAHHOTO cuHapomay [50]
Y MPUBOJIS K JUATHOCTHYECKUM TTouckaM. OJIHAKO UCTOYHUK U MaTOreHEeTUYECKUN
noteHuuas adJI B 3TUX COCTOAHUAX OCTAETCA HEM3BECTHBIM; MPEIOIaraeTcs, 4To
a®JI MOTYyT BBI3BIBATH MEPTYpOALMIO M TOBPEKICHUE DHAOTETUATBHBIX KIIETOK,
4TO MPBOJUT K KaTacTpoduuecku ucxomom [51]. Emé omqauM BaKHBIM MOMEHTOM
n0JDKHO OBITh MaeHTH(UKaUs ADPC marueHTOB ¢ BBHICOKMM PUCKOM Pa3BUTHUS

KA®C. BeisiBaeHne ¢ Je4eHHWE  MOPEHUNUTUPYIOMUX  (aKTOpOB A



IPEIOTBPALICHHUS] PA3BUTHUS KaTaCTPOPHUECKUX 3MHU30/0B y OonbHbIX ¢ adJl
sBIsieTcs cymecTBeHHbIM [52]. [lpekpamnienne npuéma aHTUKOAryJISHTOB WIIH
HU3KOE MeJyHapojHoe HopMmaiim3oBaHHoe oTHouieHue (MHO) Obuio oanum u3
110JTOOHBIX (aKTOpoB Y 8% OOIBHBIX ¢ KaTacTpouuecKkuMHu 3mu3o0amMu [53], Tem
HE MeHee JoKkTopa Jedamue mnanueHToB ¢ ADC nokHBI OBITH OCOOEHHO
BHUMATEIbHbl B KJIMHUYECKHX CHUTyalUsX, KOTJa NPUEM AaHTUKOATYJISIHTOB
CIIEAyeT TPEeKpaTUTh, HANMPUMEpP TNPU XUPYPrHUECKUX BMeEIIaTelabcTBax [54].
Juckyccuss 1o 3TOMY  BOINPOCY  MPOAOJDKAETCS  H3-32  OTCYTCTBHUS
pPaHAOMH3UPOBAHHBIX KOHTPOJUPYEMBIX HCCIeNOBaHUUA. Bormpocsl Kkacarorcs
HauoOoJee MIPUEMIIEMOTO renapuHa (ppaxuMOHMPOBAHHOTO WU
HU3KOMOJIEKYJISIPHOTO TenapuHa) ontuMaibHoe 3HadeHne MHO nocne KADC,
HavanbHble 1036l ' K 1 Temn ux cHuxeHus, 3p(HEeKTUBHBIN IPOTOKOJ MPOBEACHUS
[1®, Tunsl pacTBOPOB MpH IIa3MaoOMEHE, a TaKKe J03bl U JUIMTEIBLHOCTH B/B
YeJI0BEYECKOI0 MMMYHOIJIOOYJIMHA ABIISIOTCA 00bEKTaAMU Oy TyIIMX HCCIEA0BaHUN
[55].
DkcrniepTHOM kKoMuccued B pamkax MexnyHapoaHoro Konrpecca mo adJI
pekomenoBano [3] mpu KADC:
¢ licnonp3oBaHue HePPaKIHMOHUPOBAHHOTO WM HU3KOMOJIEKYJISIPHOTO
renapuHa B JICUEOHBIX J03aX Kak MOKHO ObicTpee. Ilocime octpoit
¢da3bl 6osmbHble KADC A0MKHBI MPOIOJKUTH AHTUKOATYJISIHTHYIO
TEpanuio MOKU3HEHHO JUIsl MPOPUIAKTUKH peruanBa Tpomoo3a. Ilpu
ucnosib3oBaHuu ABK ypoBeHb MMIOKOAryJIsiliiil OCTAETCSI CLIOPHBIM:
cpenne-uHTeHcuBHbIM ypoBeHb (MHO ot 2,0m0 3,0) mam BBICOKO-
MHTeHCUBHBIN (BbilIe 3,0). BOJIBIIMHCTBO HKCHEPTOB CKJIOHHBI K
PEKOMEHIallMU BBICOKOU CTETIEHH TMIIOKOATYJISIIUY.
e Pannee mnoxaxmouenne Kk Ttepanuu ['K, HO HauyanpHas pgo3a
BapuadebHa.
KommenTapuu. [1o MHEHHIO BCEX IKCIIEPTOB KU3HEHHO YIPOXKAIOIIUE COCTOSHUS
(Takue kak pecnupaTopHblil nuccrpecc cuHapom, I'YC) sBISIOTCS MOKa3aHUEM

JUIS B/B TyNbC TEpamud METHINPEIHU30JIOHOM B TEYEHHHU 3-5 [HEH [0



CTAaOMIIM3AIIMN COCTOSIHUSI C TOCTEAYIOMUM TEePEX0J0M Ha TEPOPATBHBIA MPUEM
u3 pacuéra IMr Ha Kr Beca
e [lpu OTCYyTCTBMM OTBETa Ha BBHIIICTICPEUUCICHHYIO TEPANUIO MOJIKIIOUYECHUE
[I® ¢ 3amemieHHEM OJHOTPYMIITHOM CBEKE3AMOPOKECHHOW IUIA3MOW WIIH
IUTIOC B/B YEJIOBEUECKUIT UMMYHOTJIO0Y/IHH (YPOBeHb H0Ka3aTebcTBa 2B)
e [lpu oTCcyTCTBMM OTBETa MOJKIIOUEHUE SKCIEPUMEHTAIBHOW Tepanuu ,
BKJIIOYAIONIasl BBEJICHUE T€HHO-UHKUHEPHBIX MpenapaToB (putykcumad (B-
KJIeTouHas Tepamms), OSKyiau3ymad (eculizumab - MoHOKIIOHANBHEIC
antutTena mnpotuB Oenka C5 KOMIIOHEHTa KOMIUIEMEHTa) (ypPOBeHb
0KAa3aTeJbCTBA OTCYTCTBYET)
KomMmenTtapuun. OTCyTCTBYIOT J0KAa3aTEIbCTBA O MOAKIIOUYEHUN aHTUOMOTUKOB
Uil IPpOUIAKTUKH MH(DEKIUU mpu UMMyHocyrnpeccuBHOM Tepanuun KADC,
IpU OTCYTCTBUM SIBHBIX TNPU3HAKOB HWHQPEKIUU (MHEHHUE DKCIIEPTOB
npotuBopeunBo). Kiaccudukanus OonbHbix KAD®C no mnoarpynmam 1o
MPOBOLIUPYIOMIMM (paKTOpaM WJIM COMYTCTBYIOHUM (akTopam mnokazana. s
cTpaTU(UKAIIUA COCTOSHUSI OOJIbHOTO PEKOMEHIOBAHO HMCIOJIb3aBaHUE HIKAJIbI
APACHE Il, kakx naunboJiee BaTuIUpOBaHHYIO B PEaHUMATOJIOTHH.
KiiuHuyeckue pekoMeHJAUMH TNPH He KPUTEPHAJBbHBIX TMPOABJIEHHUAX
ADC
Hekortopsle nposiBneHus, Takue Kak: TPOMOOITUTOIICHHSI, CETYATOE JTUBEIO,
nopakeHUWE  KJIAamaHOB  cepAlla, TmodeuyHas  Hedpomatuss Ha  (doHe
ceposnorudeckux Mapképop ADPC moryt ObITh B JebroTe 3aboneBanus. B
HACTOAIEEC BpeMsl HaJMYUMe KaKOTO-TO W3 TMEPEUUCICHHBIX TPU3HAKOB C
MOBBINIEHHBIMUA  YpoBHsIMU adJI mpu  OTCyTCTBHMU JApyroro 3aboJieBaHUs
Bepupunmpyercss kak «npeADPC» wumm  BeposTHeE ADC [56]. Her
JI0Ka3aTesIbHOM 0a3bl 0 BEJACHUIO MOJA00HBIX OOJBHBIX, OJJHAKO AKCIIEPTAMU 10
a®JI pekomeHnioBaHo [3,26]:
o TpomOomuronenus (KIMHUYECKH 3HA4YUMasi). [ JTFOKOKPTUKOUIBI,
pUTYKCUMAO, B/B UEIOBEYECKUH UMMYHOTJI00yJIMH npu

PE3UCTCHTHOCTH CIINICHOKTOMMUA



e JlaTosorus knanaHoB cepiaua. AHTUKOAryJIsiHTHI (IIPU MepLATEIbHOM
apUTMUU WM HAU4Us IPYTuX (PakTopoB pucka TpoMOo3a ¢ y4ETOM
npoduis pucka adJI)

e Hedponatuss. AHTUKOAryjassHTBI W HMHTUOUTOPHI  AHTHOTEH3WH
KOHBEpTHpYIOIero pepmenta

o KorHutuBHbIC HapylieHus . HeT JaHHBIX 1O BEJICHHUIO.

Kiannuveckue pexomenaanuu npu peppaxkrepaom A®C

HecMmoTpss Ha mpoBeneHHE aHTHUKOATYJISHTHOW Tepanmuu Bap(apwHOM C
MOJJIep>KaHUEM CpeJIHEe-WHTEHCUBHOIO YPOBHS Turnokoaryssinuu (2,0-3,0) u gaxe
BBICOKOTO ypoBHA (BbImie 3,0) y HEKOTOPHIX OOJIBHBIX OTMEYAIOTCSI PELUIUBbI
TpoMO030B [57]. B pexomeHmanusx copMyJIUpPOBAHHBIX OJKcIepramu 13-ro
Mexaynapororo Konrpecca mo a®JI [8] momoOHBIM OOJIBHBIM aJlbTEPHATHBOM
JUIMTENIBHOTO MpuéMa BapdapuHa MpejiararoTcsi HU3KOMOJIEKYJISTHbIE TelapUuHBbI.
B ogHOM M3 uccnenoBanuii ObUIO TOKA3aHO, YTO OOJBHBIE MOMYYaBIINE JIUTEIHHO
NOJO0HYIO Tepaluio He MMeIW pernuauBa TpombOo3a [58]. B Toxe Bpemsi Bce
AHTUKOATYJISTHTHI, UCIOJIb3YEMbIE MHOTHE TOJIbI, UMEIOT Psii MOOOYHBIX JEHCTBUI
U JaICKU OT “UlIeayIbHBIX’ aHTUKOAryJsHToB. IIpeamonaraercs, 4TO HOBBIC
AHTUKOATYJISTHTHI C CEJICKTUBHOM TOYKOW MPHIIOKEHUSI HA (DAKTOPBI CBEPTHIBAHUS
OynyTt Oosiee 3(ppeKTUBHBIMU U O€30MaCHBIMHU IO CPABHEHUIO C TelapuHaMU U
BaphapuHOM. DTH HOBBIE TpEMapaThl B HACTOsAIIEE BpPeMs OJOOpPEHHBIC WIIH,
HaxOoJsIIMeCs B WCOBITAaHUHU, [JIs JICUCHHS U TPOPUIAKTUKA  BEHO3HOTO
TpoMO03MOOSM3Ma JICHCTBYIOT HEMOCPEJICTBEHHO Ha AaKTHUBHBIM  y4acTOK
TpoMOUHA (TIPSIMOM MHTHOUTOP TPOMOMHA) — AaburaTpaH 3TEM3WIAT, U TPSIMbIC
MHTHOUTOPBI pakTopa Xa: puBapokcadaH, anukcadaH, SHI0KcabaH u GeTpukcadbaH
[59]. TlpoBenenue paHIOMHU3HPOBAHHBIX KOHTPOJUPYEMBIX HCCICAOBAHUHA 10
aedennto ADC stuMM mpenaparaMu SKCIEPTAMU CUUTAETCA 11€JIeCO00pa3HbIM
[57]. IlogknroueHue B JieueHUe MoJo00HBIX 00JIbHBIX ¢ ADC THAPOKCUXIIOPOXHHA

Y CTaTHHOB CUMTAETCS ONPaB/IaHHBIM [8].
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