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HacnencrtBeHHas TpoMG0odunns u BeHO3HbIe TPOMO03MO0IMYECKME OCTIOKHEHUS: NpaBuna

TeCTUpPpOBaHUSA B KJINHMYEeCKOMN npakTuke

3oToBa W. B.1’2, 3aTeiLLmKoB ,l:l,.A.“3

TecTMpoBaHVe Ha HaCNeACTBEHHYIO TPOMOOGUINIO NALWIEHTOB C BEHO3HBIMW TPOM-
603MB0MHECKMMN OCNOXKHEHWAMMN ABNSIETCA OAHUM U3 CaMblX HaCTbIX BapUAHTOB
reHeTMYEeCKOro aHanvaa, HasHayaemoro KamHuumcTamu. HecmoTpsi Ha Gombluyio
flokasaTtenbHylo 6a3y CBS3W HACNEeACTBEHHbIX HApYLIEHW B CUCTEMe remocTasa
C PUCKOM PasBWTVS BEHO3HbIX TPOMO030B, BONBLUMHCTBO MALWMEHTOB HE [OMKHO
noagepraTbCsa TECTVPOBAHMIO. BbiNONHEHWe psaa TECTOB B OCTPOM NEPrOAEe TPOM-
603a UK Ha POHE NEYEeHUs aHTUKOArYNSIHTaMK NPUBOAUT K OLIMBOYHBIM pe3ynbTa-
Tam. BbiBop pexmma aHTUKOarynsHTHOW Tepanun W ee NPOAONXKWTENbHOCTb He
onpenensiotcs GpakToM Hanuyus HacnencTBeHHoN TpombBodunun. Peaynbtathbl
TECTUPOBAHUS MOTYT BbITb NOME3HbI /1S NOBLILIEHWS TPUBEPXEHHOCTY MaLMEHTOB
K NIe4EHMI0, paclundpoBke aTnonorum Tpombo3a, 0Co6eHHO, B MONOAOM BO3pacTe
VAN MPU aTUMNYHON NOKanu3aumm, B paMkax CEMeViHOr0 KOHCY/IbTUPOBAHWS.

KnioueBble cnoBa: BeHO3HbIE TPOMBO3IMOOMYECKIE OCNOXHEHUS, HACNEACTBEH-
Hble TPOMBOUANM, BHTUKOATYNSHTBI.
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Inherited thrombophilia and venous thromboembolism: testing rules in clinical practice

Zotova 1.V, Zateyshchikov D. A"

Testing for inherited thrombophilia in patients with venous thromboembolism
is one of the most common genetic testing options prescribed by clinicians.
Despite the large evidence base for the relationship of hereditary hemostasis
disorders with the risk of venous thrombosis, most patients should not be tested.
Performing tests in the acute phase of thrombosis or during anticoagulant
therapy leads to erroneous results. The choice of anticoagulant therapy regimen
and its duration are not specified by the presence of hereditary thrombophilia.
The test results can be useful for increasing medication adherence of patient,
determining the cause of thrombosis, especially at a young age or in atypical
localization.
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Benosnbie TpoMO0aMOOIMaecKre ocoxHeHMsT (BTD0)
BKJTIOUAIOT B ce0s1 TPOMOO3 IIyOOKUX BeH (B T.4. PEOKIE
TUIIBI TpOMOO30B) U TPOMOO3MOOIUIO JIETOYHOM apTe-
pun (TBJIA). B maroreneze BTDO omHy m3 Bemymmmx
poJicii OTBOISIT HAPYIICHUSM B CHCTEME CBEPTBHIBAHMS
KpOBH (HACIIEACTBEHHBIM U ITpHoOpeTeHHBIM). [Ipn aTOM
BTO0O — nonustrosornyeckoe 3a00jeBaHUE U HACIIEI-
CTBEHHBIC HApYIICHUS TEeMOCTa3a SIBISIOTCS TOJIBKO
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OMHUM W13 3BeHbeB maTtoreHe3a. MakT HaMMUUA y Yeno-
BeKa TeHETMYECKOM MPEIPacIiooKeHHOCTH HE 03HAYaeT
00513aTeTbHOTO Pa3BUTUSI TPOMOOTUYECKOTO COOBITHS
B T€UeHUE XU3HU. TeCThl Ha HACJIEACTBEHHYIO TPOMOO-
¢mwmmio (TD) gBagIOTCT caMBIM YacTO Ha3HAYaeMBIM
KIMHUIIMCTAMYU TEHETUIeCKUM HccienoBaHueM. HasHa-
YUTH TeCT Ha HaciencTBeHHyo TD mpocro, mpobiema —
YTO NeiaTh C pesynsraroM. Hambosee 4eTko MO3UIUs
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0 TECTUPOBAHMIO CHOPMYIMPOBaHA B KIMHUYCCKOM
pykoBozacTBe Stevens SM, et al. (2016) — TecTupoBaHue
Ha TeHeT4IecKylo TA He TODKHO BEHITTOIHSITHCS B 00JIb-
IIMHCTBE CHUTYaIlMii, JOJKHO OBITH BEITIOJTHEHO TOJBKO
TOra, KOTma IoydeHHast HHGOpMAaIisI MOXET N3MEHUTh
Je4eOHyI0 TakTUKYy [1]. Jlanee Mbl 00CcyanM, Kakue Bapu-
aHTBI HACJICICTBCHHBIX HApYIICHMIT B CICTEME TeMOCTa3a
Leecoodpa3sHo McKaTh y manmueHToB ¢ BTDO, mpu
IIOMOIM KaKWX METOIOB M UYTO NIejaTh C IOJIyYCHHBIM
pEe3YJIBTaTOM.

Knaccudnkanusa TD

T® — 310 HapyIIeHUs TeMocTa3a U TeMOPEOJIOTUH,
XapaKTepHU3YIOIIrecs ITOBBIIICHHOM CKIIOHHOCTBIO K pa3-
BUTUIO TPOMOO30B WJIM BHYTPUCOCYIMCTOTO CBEpPTHIBA-
Husg. Hamnbonee pacripocTpaHeHHBIE, HO IaJleKO HE BCe
TPpOMOODUINIECKAE COCTOSHHMSI CYMMHUPOBAHBEI B Tab0-
ymue 1. B ocHoBe xitaccudpukanunu T nexxuT Bolgene-
HUE HACJeACTBEHHBIX M IIPHMOOPETEHHBIX (haKTOPOB
pucka (PP) tpombo3za. JlaHHOE pasneiiecHue SIBIISICTCS
JIOCTaTOYHO YCJIOBHBIM, T.K. MHOXECTBO TPOMOO (hHITIYIC-
CKHX COCTOSTHUM MOXET MMETh TBOMCTBEHHYIO IIPUPOLY.
Hampumep, medunuT ecTecCTBEHHBIX aHTUKOATYJISH-
ToB — anturpoMbuHa (AT), mporemHoB C m S (IIpC
u I[1pS), MoXeT MMeTh TeHETUUYECKYIO IIPUIMHY, 2 MOXET
OBITh CIICICTBHEM ITIEYCHOYHOM HEMOCTATOYHOCTH, CEII-
cHca, TeMOIHaIN3a, XUMAOTEPAITMI 1 MHOXECTBA IPYTUX
3aboneBaHmnii. [eHeTHYeCKM OOYCIOBICHHBIC HapyIle-
HUS B CHCTEME TeMOCTa3a OIIPEOCISTIOT TEPMUHOM
“HacienctBeHHas TM”.

Cpenu HacienctBeHHBIX TM Hanbonee M3ydeHHBIMHI
spistiotcest nenuut AT, nedunmt [IpC u IIpS, neitnen-

ckag myrtaumsa u mytauusg G20210A reHa TpoTpoM-
OMHAa — WX OOBEOIMHIIOT TEPMWHOM “Kiaccudeckas”
HacnencteeHHass TO.

IIpaBnia TecTupoBanus Ha HacxencTeeHnyw T

3apy0OexXHble KIMHUYCCKHE PEeKOMEHOALIMU 00Cy-
KIAOT IIEeJIeCOO0Pa3HOCTb BBISIBICHUS TOJBKO IISITH
“ximaccuueckux” T@ [1, 2]. B poccuiicknx pekoMeHaa-
mugx mo BTDO [3] K 3HauMMBIM HaciencTBeHHBIM T,
TIOMUMO “KJIACCUYECKUX”, OTHOCST ITOBBIIICHHBIN YPO-
BeHb (pakTopa cBepThiBanusa VIII u rumepromonmcren-
Hemuio. [Ipn 3TOM 3KcnepThl AMEPUKAHCKOM KOJJICTHHT
MEIUIIMHCKOM TeHETUKU ¥ TCHOMUKM TIpeIJIaraloT OTKa-
3aThCS OT ONPEICICHUS TOIMMOP(U3MOB TeHOB (hoJIaT-
HOTO IIMKJIA, T.K. KPYITHBIC MeTaaHaJIM3bl HE ITOATBEP-
KIAIOT 3HAYMMOIT acCOLMAIINN MEXAY ITOIUMOPGHU3MOM
9THX TeHOB ¥ pUCKAMU BEHO3HBIX 1 apTePUATBHBIX TPOM-
60308 [4].

B TtaGnune 2 cymmupoBaHa MHboOpMaIns 0 auar-
HOCTHUYECKUM TecTaM Ha “kiaccudeckue” Td. IeHeTn-
YeCKHe TECTHl METOIOM ITOJIMMEpa3HOM IIeITHOI peak-
mun (ITLP) ncronp3ytor mjisa BeIsIBIeHUS JlelmeHCKOI
mytauun u BapmaHTa G20210A rena mpoTrpoMOMHA.
I'eneTnueckmit TeCT MOXET OBITH BBITIOJIHEH B J1000€
BpeMsI, HE3aBCHMO OT IIpHeMa JIFOOBIX aHTUKOATYJISTHT-
HBIX IIpeIapaToB, HAIMYMs y MHallMeHTa B HACTOSIIEe
BpeMsI OCTPOTO TpoM0O3a M pa3INIHOM COITYTCTBYIO-
et matonaoruu. s BeisiBneHust JleiigeHCKOM MyTaliuu
TaKXe MOXET MCHOJIb30BaThCS KOATYIOJIOTHICCKUMA
METOI OILIEHKHM PE3UCTEHTHOCTH K aKTHBHPOBAHHOMY
[MpC. KoarynonorndeckKuii TeCT He MO3BOJIST HCKITIO-
YUTHh OIMMOKM Ha (OHEe IIpreMa aHTUKOATYISHTOB,

Tabnuua 1

Knaccudukauuna TO

HacnepcTteeHHble
Jeduumt aHTMTpOMBUHA
Ledbunumt npotenHa C
Leduumt npotenHa S

JlenpeHckas mytaums reHa dakropa V
Monumopdunam G20210A reHa npoTpomOuHa
Mytaums Padua reHa daktopa IX

Mytaums V617F resa JAK 2

Monumopdunam A1298C reHa MTTHP MAM-1, ATUD
Monumopduam C10034T reHa ramma-Lenu LncdunbpuHoreHemms
dubprHoreHa ImnepromoumncTenHemms
Monumopduam Leu34Val reqa dpaktopa XIlI Lednumt nnasmmnHorexHa
Monumopdunamel reHoB Ledvuut UNTD

— 3HpoTenuanbHoro peuentopa MpC

HacnencTBeHHbIE UM NPUOBPETEHHbIE

MNoBbilweHHas akTneHOCTL dakTopos V, VI, IX, X, XI,

YpoBeHb dakTopa Bunnebpanaa

Mpno6peTeHHble

AHTUDOCHOAMNNIAHBIVE CUHAPOM
MuenonponudepaTmeHbie 3a6oneBaHuns
MapokcuamanbHas HoYHasi reMornobuHypus
OHkonorus

HedpoTunyecknini cuHapom
BocnanutenbHble 3a601€BaHNS KULIEYHUKA
CuHpgpom bexyerta

CucTeMHas KpacHasi Bon4aHka

3acTolHas cepaeyHas He[oCTaTO4HOCTb
[bixaTenbHas HeJoCTaToO4YHOCTb

— npotenHa Z [oBbILEHWE YPOBHS MUKPOBESVKYN BepemeHHOCTb

— WHrMéuTopa NPoTenH Z-3aBUCUMOIi NpoTeasbl TPOMBOLMTAPHOrO MPOVUCXOXAEHUS! OxupeHne

— Tpom6oMoAaynMHa [MoBbILLIEHME YPOBHS MUKPOBE3NKYN U3 Bospact

— nunonpoTemnHa(a) 3HAO0TENNOLNTOB [LnntensbHas nMMobunusaums
— ADAMTS13 oBbILIEHWE YPOBHS MUKPOBE3VKYJT HECYLLINX Mpviem actporeHos, KC

— KanpeTukynuHa TKaHeBOW (GaKkToOP UM aHHEKCUH V XummnoTepanus

— ATND

— UNTd

— AN®

Ipynna kposu (He-0)

CokpaueHusi: ADAMTS 13 — ne3nHTerpuH v MeTannonpoTenHasa ¢ TPOM6OCMOHAVH-1-rOMONOrMYHLIM IOMEHOM (NpoTeasa, pacLuennsioLLeii dpaktop Bunnebpanaa), JAK
2 — AHyc-kvHa3za 2 Tuna, AN® — aHrMoTeH3uHNpeBpaLLaoLLmin pepmeHT, ATU®D — akTUBUPYEMbI TPOMBUHOM UHrMGUTOP hrbprHoNnaa, F'KC — rniokokopTMKOCTepouabl,
MAM-1 — nHrubutop aktreaTopa nnaamuHorexa 1 tuna, UMTA — uHrnéutop nytn TkaHesoro dpaktopa, MTTOP — meTunenteTparuapoconat peaykrasa, pC — npotenH C.
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Ta6nuua 2
JAunarHocTuyeckue MeTozabl ANS BbiIBNEeHUS “Knaccuyeckux” HacnepcTBeHHbIX TD
Tun TpomMGopUIUM MeTopg, B0O3MOXHOCTb OLLEHKM B KJIMHUYECKUX CUTYaLWsiX (4a/HeT)
OcTpblii TpOME03 (3 Mec.)  BepemMeHHOCTb H®r HMI Bapdapus  MOAK

AT (AI) MMMyHORormnyeckuia HeT HeT HeT HeT HeT HeT
AT, (aKT.) Koarynonoruyeckuii HeT HeT HeT HeT HeT HeT
MpC (AI) MMMyHonormnyeckui ? ? na na HeT na
MpC (ak.) Koarynonorunueckui ? ? na na HeT HeT
MpS (AI) MIMmyHonorunyeckuit HeT ? na na HeT na
MpS (akT.) Koarynonornyeckuin HeT ? na na HeT HeT
JlenpeHckas myTaums nupP na na na na na na
G20210A reH npotpom6uHa nup na na na na na na

CokpawieHus: Al — aHTUreH, akT. — akTMBHOCTb, AT — aHTUTPOMOWH, MpC — npoTenH C, NMpS — npoteunH S, MLP — nonvmepasHas uenHas peakuysi, HMIM — HU3koMo-
NeKynspHebii renapui, HOI — HedpakumoHnpoBaHHbii renapuH, MOAK — npsiMble opanbHble aHTUKOarynsiHTbI.

B CUTYallMSIX OCTPOTO TpoMOO3a, IMpu OCPEeMEHHOCTH,
y OONBHBIX ¢ aHTU(GOCHOIMIUIHBEIM CUHIPOMOM
(ADJIC).

B cBs131 ¢ OOJIBIIMM YHCIIOM ONMCAHHBIX BapUAHTOB
reroB [IpC, I1pS u AT (>200 mrst Kaxkgoro), UCIIOIb30-
BaHue IIIIP HeBO3MOXHO, cO3[alOTCs CHELMalbHbIE
mrarHocTmaeckue JJHK-aummer, Ho moka nx MCITOIb30Ba-
HHE OTpaHWYCHO. B pyTMHHOW IIpakTHKe IS IHarHo-
CTUKHM Ie(UINTa eCTECTBEHHBIX aHTUKOATYISTHTOB TIPO-
BOISIT MMMYHOJIOTUYECKIM (YPOBEHb aHTHTICHA) U/WIN
KOaryJIOJIOTUISCKUM aHaJIN3 C MCIOJIb30BaHUEM METOIa
XpOMOTEeHHOTO cyOcTpata (% aKTUBHOCTH 06eiKa).
B ocTtpoMm mepmone TpoM603a MOTYT OTMEUAThCSA 3HAYM-
TenbHBIe Kojiebanus yposHeit [IpC, TIpS u AT, cBsg3aH-
Hble ¢ moTpebieHumeM 3Tux @akropon. [IpoBeneHue
TECTUPOBAHMS B 3TOM IIepHOIe HerellecooOopas3Ho, T.K.
HEBO3MOXHO afcKBAaTHO MHTEPIIPETUPOBATH PE3YIbTATHI.
Ha pe3ynbraThl TECTOB CYIIIECTBEHHOE BIIMSIHHME OKa3bI-
BaeT aHTHUKOAryiasHTHas Tepanus. Ha ¢done mpuema
BapdaprHa Helellecoo0pa3Ho BBINOJIHEHHE KaK Koary-
JIOJIOTUYECKUX, TaK U MMMyHoormdeckux tectoB (IIpC
n IIpS gasamiorcs ButamMuH-K-3aBHCMMBIME (haKTO-
pamMu), Tepamus TelapuHOM 3HAYMTCIBHO BIMSCT Ha
YpOBEeHb AHTUTPOMOWHA, IIPUEM MPSIMBIX OPaTbHBIX
aaTHKOoaryiassHToB (ITOAK) MOXeT MCKaxXaTh pe3yabTaThl
KOaryJIOJIOTUIeCKUX TecToB (Tadi. 2). Kak mpasmito, Bce
MMaIeHTHI TTocye anu3oma BTOO moayyaoT aHTHKOoAary-
JISTHTHI Ha TIPOTSDKEHUW MUHUMYM 3 Mec. [ CHIDKeHUS
KOJIMYECTBa JIAOOPATOPHBIX OMIMOOK TECTHPOBAHHWE Ha
IeUINT eCTeCTBEHHBIX aHTUKOATYJISTHTOB B 3TOT ITIEPHOL
HE TIPOBOISIT.

Hcxons n3 CyIecTBYIOIINX OrpaHMIeHUM THAaTHOCTH -
YeCKHUX TECTOB, IpemiaraeTcs ABYXCTYICHUYATHINA airo-
PUTM TECTUPOBAHMUS MAILUEHTOB ¢ Tpombo3amu [1]. T1ep-
BBII 3TAIl — TeHeTnIecKue TecThl (JleiimeHoBCcKast MyTa-
st 1 roaumopdusM G20210A reHa mporpoM6uHa) +
tectupoBanme Ha ADJIC (BoIIaHOUYHBII aHTUKOATYJISTHT,
aHTHUTEJIA K KapIVOJINITUHY U [32-TIIMKOIIPOTeNHY) — Ha
¢doHe mpmeMa aHTHKOAryIstHTOB. [Ipm oTpHIIaTeIbHBIX

pe3yipraTax — OTMEHAa aHTUKOATrYISIHTOB (BapdapuH
MWHUMYM Ha 2, a tydiie Ha 4 Hen., [IOAK — 5 nepuonos
TIOJTYBBIBEICHUSI C YIETOM ITOYECYHON (PYHKIIUM) U BTO-
poit sTam — omeHKa akTuBHOCTH/ypoBHeir AT, IIpC
u IpS. IIpoBomuUTE BTOPOI 3TAIl TECTUPOBAHMS 3arIpe-
IeHo paHee 3 Mec. Mmocie smnu3oma Tpombo3za. [lpu
TeCTUPOBAHUHU 3TOPOBBIX JIUII COOIONCHNE ABYXCTYIICH-
YaToro ajropuTMa He TpeOyeTcs, KpaifHe XelaTeJIbHO
BBITIOJHSITh TECTUPOBAHME IO HACTYIUICHUS OepeMEHHO-
ctu (BmmstHUEe Ha ypoBeHBb [IpS) m mo Havama mpuema
3CTPOTCHOB.

[Ipenmomnaraercs, 4To 3HAYUTENbHAS 9aCTh OOJBHBIX
¢ BTBO sBnsttorcss HOCUTEIAMU IPYTHX TeHETUICCKUX
BapUaHTOB, HE BXOMSIIMX B CTAaHAAPTHYIO MaHeb TECTH-
poBanug “kiaccuyeckoii” Td [5]. Haubomnee gacTo yro-
MUHAaeMbIe B IUTepaType BapUaHThl ‘“‘HEKJIACCUYECKUX’
HacnencTBeHHBIX TM mepeunciieHsl B Tabmmie 1. OguH
U3 BeOyluxX poccuiickux 3kcreproB, Mowmort A.Il.
(2015), mpemmaraeT 3HAYUTEIBLHO PACIIUPHUTH TECTOBYIO
maHesb [6]. OmHAKO pacIIMpPEeHHBII IOKCK HACIEACTBEH-
HBIX T@, TTOMIMO 3HAYMTEIIBPHBIX MaTePUATbHBIX 3aTparT,
MOXET MOCTaBUTH Tepel KIMHULUCTOM BOMIPOC, HE UMe-
oI OMHO3HAYHOTO OTBETA B HACTOSIIIEE BpeMsI, — UTO
menatbh ¢ pesyiabraTaMu? OTCYTCTBYIOT KIMHHYECKHE
IaHHBIC, TTO3BOJISIONINE apryYMEHTHMPOBAHO IPUHUMATH
pelIeHusT 110 MCIOJIb30BAHMIO AHTUKOATYISTHTOB BHE
pamok “xiraccuueckux” TD.

BHenpeHue MeTONOB MOJHOT€HOMHOTO MOMCKA acco-
OUALii ¥ CCKBEHNPOBAHUS HOBOTO ITOKOJICHUS IIPUBEIIO
K pa3paboTKe IIaHeIu, comepxXalleil 55 reHeTUUeCcKMX
MapKepoB, AacCCOLMHUPOBAHHEIX C PHUCKOM Pa3BUTHS
BEHO3HBIX TpoMm0030B [7]. Mcnonab3oBaHue reHeTUYE-
CKHMX TECTOB IIO3BOJMJIO 3HAYUTEILHO CHU3UTH CTOM-
MOCTh aHaJIN3a, WCKIIOYUTh OTPAaHWICHUS, CBSI3aHHBIC
C OCTPBIM TIEPHUOIOM TPOMOO03a,/MCITOTb30BAHNEM aHTH-
KoarysstHToB. Pa3pa®oTka moIMIeHHOro MHIEKCa pUcKa
MOXET 3HAYUTEIbHO PACIIUTh KIMHUYECKYIO IIEHHOCTD
TeCTUPOBAHMS, HO 3TOT BOIIPOC TpeOyeT MaTbHEHIIEro
W3yICHUSI.

57



Poccuiickuii kapamonornyeckuii xypHan 2020; 25 (S3)

Tabnuua 3

OTHOCUTENbHBIN puck pa3sutus BTI0 ansa pa3nuyHbix TUNOB
“knaccuyeckoir” HacnepcTeeHHoit TO (apganTuposaHo no [10])

Yactota B 06LLei
nonynauum, %

Tun Tpom6odunmm

Hdeduunt AT 0,02-0,2 1
Jeduuut MpC 0,2-0,4 3
Jeduuut MpS 0,03-0,1 2
JlelineHckas MyTaLusi, reTeposnroTsl 5 20
JlefipeHckas MyTaums, roMo3uroThl 0,02 15
Annenb 20210A reHa npoTpombuHa, 2 6
reTepo3nroThl

Annens 20210A reHa npoTpom6mHa, 0,02 <1
rOMO3UroThI

JlenpeHckas mytaums + annenb 20210A reHa 0,01 -

nNpoTPOMOMHA, reTepo3nroThl

Yactota cpegu
601bHbIX ¢ BTIO, %

O6wwas nonynsauus

OW pns nepsoro anusoga BTOO  OLU pns nosTopHoro anusoaa BTS0

50 25
15 2,5
10 25
7 15
80 =

3-4 15
30 =

50 25

CokpauweHusi: AT — aHTUTpoMBUH, BTAO — BeHo3Hble TpoMB0oambonmyeckme ocnoxHerus, OLLl — oTHowweHwne waHcos, MpC — npoteunH C, MpS — npoTteuH S.

TectupoBanue Ha HacaencTsennyio T® B KIMHMYECKOi
NPAKTHKE

Bce ximmHMYeCKME aJITOPUTMEI TECTHPOBAHMS 3aMbI-
KaloTcd Ha “xiraccumyeckoit” Td, onpenensionieil Toab-
KO HEOOJIBINYI0 YacTh Pa3BUBIINXCS TPOMOOTHUYECKUX
COOBITHUIA.

B MHOTOUYMCIICHHBIX pab0Tax yCTaHOBJICH (DaKT ITOBHI-
meHust pucka passutusg BTDO y maumenToB ¢ Td, Ho
MaKCHUMAJIbHBIA PUCK XapaKTepeH IJIsT IIepBOTO SMU30/1a
TpoMm0o03a, BIMgHIE Ha pucK peuunauba BTOO Ha mopsi-
oK MeHbIe (Tadu. 3). [TomoOHast 3aKOHOMEPHOCTh 3HA-
YUTEIHLHO CHIDKAET KIMHUICCKYIO IIEHHOCTh TeCTUPOBA-
HUA [8]. DTUM 00BACHSIETCS TOT (PAKT, UYTO 3HAYMMOCTH
BBISIBJIEHUS “Kinaccndeckoit” Td mmbo mpupaBHUBaETCS,
OO Iaxke CTaBUTCS HIDKE (paKTa BHISIBIICHUSI OTSITOIICH-
HOTO II0 TpoMOo3aM ceMeiHOro aHaMHe3a. Hampumep,
Colucci G, et al. (2020) peKOMEHIYIOT OLICHKY TPOMOO-
$UIMIeCcKOro cTaTyca ¢ y4eTOM KIMHUKUA M CEMEWHOTO
aHaMHe3a y BcexX maumeHToB ¢ BTDO, B To BpeMsl Kak
IIPOBEIcHNE TECTOB Ha HacliencTBeHHYI0O Td Ieneco-
00pa3HO BHIIIOJHATH TOJBKO B OTHEIBHBIX CIydasx [9].

TecTupoBaHMe MAIIMEHTOB C BEHO3HBIMU TPOMOO-
3aMU Ha HaJIM4ue “Kjlaccuyeckoi” HacnenctBeHHo TD,
B OOJIBIITMHCTBE CIIydaeB, HE BIUSICT Ha JICUCOHYIO TaK-
THKY ¥ He YAy4IIaeT IMpOorHo3 3abojeBanms. Hampumep,
B uccienoBanuu Kozak PM, et al. (2019) BeIssBIICH Imapa-
JOKCAJTbHBIN Pe3yIbTaT — pellleHNe Bpada O IPOBEICHUN
TecTa Ha HacjiencTBeHHyI0 Td, HO He pe3yiIbraT TecTa,
CBSI3aHO C BBICOKMM pHUCKOM pertnanBa BTDO, HecMoTpst
Ha OOJIBIIIYIO BEPOSITHOCTD JUTUTEILHON aHTHUKOATYJISTHT-
Ho¥t Tepanuu [11]. TIpoaHanmm3upoBaHbl JaHHBIE 10 3590
MaryreHTaM ¢ TepBbiM anu3onoM BTOO, tectnpoBanue
66110 TIpoBeneHo 747 60abHBIM. Cpeay malneHTOB, O~
BEPrHYTHIX TECTUPOBAHUIO, pUCK peumanBa BTOO Obln
JOCTOBEpHO Bbllle — 46,1% mo cpaBHeHuio ¢ 28,5%
(p<0,001), mammeHTH dYaIle IIOAyYaad IIPOIJICHHYIO
AHTUKOATYJISIHTHYI0 Tepanuio (53,9% 1o CcpaBHEHUIO

¢ 37,1%), pa3HULbI 10 KPOBOTEYEHHUSIM, ITOTPEOOBABILINX
TOCIIUTAJIN3AINH, BBISIBJICHO He ObUTo. Ilpm 3TOM (hakT
BBISIBJICHUSI HaclienctBeHHOT TM He accomumpoBaics
C MOBBIIIICHHOI YacToTOM penmmnBoB BTDO, mmmrens-
HOCTBIO AHTUKOATYISHTHOM Tepamnuu, KPOBOTCUCHUSIM
u o0mIeii cMepTHOCThIO. B psime ciydgaeB pe3yiabTaThl
TECTUPOBAHMSI MOTYT IIPUBOINTH K HEOOOCHOBAaHHOMY
Ha3HAYCHMIO aHTUKOATYIISTHTOB, STUYECKUM IIpo0IeMaM
[12, 13].

Pacmmpenune quarHoCcTHYeCKOi MaHe n 3a CYeT BHE-
IpeHUs TEXHOJIOTWI CEKBEHWPOBAHMSI HOBOTO ITOKOJIC-
HUs TIOTEHIIMAJBHO CIIOCOOHO M3MEHUTH CYIIECTBYIO-
IIYyI0 CHUTyaluio. BEISIBISIETCST OOJBIIIOE YMCIO HOBBIX
TEHETUYECKNX BAPMAHTOB, aCCOIIMUPOBAHHEIX C TPOMOO-
THYECKUMU ¥ TEMOPPAarnIeCKUMH OCJIOXKHECHUSIMHA, KITH-
HUYECKOe 3HaYeHHE KOTOPBIX TpeOyeT maabHEHIIEeTo
nsydenwus [14, 15]. 3gechk MBI He 00CYXIaeM 3TU TaHHEIE,
T.K. HUKAKAX KJIMHWYECKUX PEKOMEHIALMI BHE PaMOK
“kmaccruecknx” T B HacTosIIIEe BpeMsI HE CYIIECTBYET.

Tecmuposanue 6 ocmpom nepuode BTI0 ¢ kaunuueckoii
npakmuxe

B octpom mepmone TpoM6o03a (mepBbie 3 Mec.) Iese-
CO00OpPa3HOCTh TECTUPOBAHMUS OTPUIIACTCSI BCEMM KITH-
HUYECKUM pPEKOMEHIAIUSIMUA. BBIOOpP KOHKPETHOTO
AHTUKOATYJISTHTA OIpeneisieTcsl KIMHUYSCKOM CHuTya-
Ouei U He 3aBUCUT OT HaIM4Ius HaciencTBeHHoit TM —
pekoMeHmanu EBporeiickoro o6IecTBa KapanuoJIoTroB
(ESC) mo neuenmio TOJIA 2019 [2]. [IpusHaeTcs mene-
coo0Opa3HOCTh TecTupoBaHUs TojbKo Ha ADJIC, T.K.
pe3yJIBTaT HOBJIUSIET Ha BEIOOp IpemapaTa. B nccienona-
Hum TRAPS puBapokcaban yctynai BapdapuHy y mam-
eHToB ¢ ADJIC (mcciemoBaHWe 3aBEpIICHO TOCPOYHO
nociie BkmodyeHus 120 6onbHbix) [16]. EBporneiickue [2]
u OputaHckue [17] pekoMeHIaluM 3aTpeaT UCTIOb-
soBanne [IOAK y 6ompHbIXx ¢ ADIIC. B HacTosiee
BpeMsI OTCYTCTBYIOT HJaHHBIC MCCIICIOBAHMIT IO CPaBHM-
tenbHON 3 dexkTuBHocTn I[NTOAK m Bapdapuna mig
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Tabnuua 4

OueHKa pycka peumauea y 60/1bHbIX C BEHO3HbIMU TPOMO03IMOONNAMHM
B TUMUYHOW NoKanu3auum (aganTupoBaHo U3 pekomeHpauuii ESC, 2019 [2])

Puck peuvavisa
Huskuii (<3%/r)

®P, cnpoBouupoBasLuve anm3og BT30

BT3, cnpoBoLMpOBaHHbIE CUIbHBIMU
ob6patumbimm OP

Mpvmepsl

Xupypruyeckvie onepaum nog, obuueii aHectesueit >30 MuH
MocTenbHbI pexum B cTaunoHape >3 AHelt (ocTpble 3a6oneBaHuns nam 060cTpeHne

XPOHWNYECKVIX)
TpaBma ¢ nepenoMoM KocTen

MpomexyTouHlii (3-8%/r)  BT30, cnpoBoLypoBaHHbIe
NpoOMexyTo4HbIMU DP

He BbisieneHo OP

Xupypruyeckuvie onepaum nog, obuueii aHectesueit <30 MUH
MocTenbHbIl pexym B cTaumoHape <3 AHel (ocTpble 3a6oneBaHms nnm 060cTpeHve
XPOHNYECKVIX)

Mpriem acTporeHcoaepxaLlymx npenapaTos

BepemMeHHOCTb/MOCePOAOBbIV NEPUOA,

MocTenbHbIN pexviM BHe CTauyoHapa >3 [Hel B CBA3W C OCTPbIM 3aboneBaHuemM
TpaBMa HUXHKX KOHEYHOCTEN (6€3 Nepenoma) C orpaHNYeHNEM NOLBUXHOCTY >3 IHEN
AyTOVMMYHHblE 3a60/1€BaHNs B OCTPOI hase

BocnanutenbHble 3a601eBaHNS KMLLEYHUKA

Bblcokuit (>8%/r)
APNIC

AKTVBHbIN pak

9nu3og, BT3 B aHaMHe3e (He CBA3aHHbIN C CUbHBIMM 06paTUMbIMu PP)

CokpaweHusi: APJIC — aHTndocdonmnuaHbliii cuiapom, BT — BeHosHas Tpom6oambonus, BTOO — BeHO3HbIE TPOMBO3IMOONMYECKME OCNOXHEHUS, T — rog, PP —

dakTop pucka.

nedenuss BTODO y manmeHToB ¢ “KilacCUYecKMMU” Ha-
caenctBeHHBIMU T®. OmyOJMKOBaHHBIC CIUHWIHEIC
KIMHUYECKNE HAOTIONCHMSI IEMOHCTPUPYIOT IPOTUBO-
peuuBbie pe3ynbrathl [18-23]. HecMoTps Ha oTCcyTCTBHE
JTOKA3aTeIbHOM 0a3bl, 9KCIIEPTH HE PEKOMEHIYIOT OTpa-
HU4IuBaTh ucnoib3oBanue [IOAK y muI ¢ HacaencTBeH-
HeiIMU TO [24]. ApryMeHTHUpPYETCS 3TO CIIEAYIOIINM
obpa3oM — “kiaccuueckiie” T OTHOCUTEITBHO IIUPOKO
pacmnpoCTpaHeHbl, IPEANONIOXUTENLHO 2-4% GOJIBHBIX,
BKJTIIOUEHHBIX B KITMHUYecKue ncciaenoBanms mo [TIOAK,
Mormn uMmeTh T®. [lpu 3HAUMMOIT PE3UCTEHTHOCTHU
K aktuBupoBaHHOMY I[IpC (rOMO3MTOTHOE HOCHUTEIIb-
ctBO JleiimeHcKoM Mmyrtaumu) win npu nepuunute I1pC
u IIpS (ButamMmH-K-3aBUCUMBIX aHTUKOATYISTHTOB),
npearnoaraercd, 4yro ucnonb3doBaHne ITOAK wmoxker
OBITH O0JIee Oe30macHbIM, YeM BapdapuHa. Kpaiine pen-
KO€, HO OYeHB OITACHOE OCTIOXKHEHNE — BapapUHOBHIM
HEKpPO3 KOXM — pa3BUBACTCs B Hayaje IIprUemMa Ipela-
paTta, OOYCIOBJICHO MAaCCHPOBAHHBIMU TpPOMOO3aMU
B OTBET Ha CHIDKCHUE YPOBHS €CTCCTBEHHBIX BUTAMUH-
K-3aBHCUMBIX aHTHKOATYJISTHTOB.

Tecmuposanue uepe3 3 mecaua nocae snuzooa BT90

[TokazaHMSIMM K TECTUPOBAHUIO B 3TOM IIEPHUOIE
MOTYT OBITh CJICAYIOIINE IIPUIMHBI — 000CHOBAHME IIPO-
IJICHHON aHTUKOATYJISHTHOM Teparuu, ITOUCK 3THOJIO-
rUIecKnX (akKTOpoB pa3BUTHUS TPoMOO3a, CeMeiHOe
TreHEeTUYECKOEe KOHCYJIBTUPOBAHNUE.

Tecmuposarue 015 060CHO8AHUS NPOOAEHHOU AHMUKOA-
2YASHMHOU mepanuu

OnpenensomuM  ¢GakKTOpoM IIPOTOKUTEIBHOCTH
Tepanuu SIBJIICTCSl OLIEHKA pHCcKa penuamBa (Tadm. 4).
Huskuii prck penuanBa XapakTepeH I “CIIpOBOIIUPO-
BaHHBIX” 3nm3010B BTOO, BEI3BaHHBIX CHJIBHBIMU 00-
paTUMBIMU (haKTOpPaMH.

BTH50, cnposoyuposanHbvie CUAbHBIMU 0OPAMUMBIMU
@P — gacToTa peUANBOB HE OTIMYACTCS Y JIUII ¢ U Oe3
HacJIeACTBEHHOM TpoMbodmnu [25, 26]. ITocie snusona
cruposonnpoBaHHoil BTDO — aHTHMKOAryJISTHTH Ha3Ha-
yaloTcs Ha 3 Mec. (6 Mec. IpU IIPOKCUMAaIbHOM TPOMO03e
ITyOOKMX BEH), HaXKe €CJIM BBISIBJICHA TPOMOOMWINST —
oputanckue pexomeHmanmu 2020 [17], pekoMeHmamumn
ESC, 2019 [2], pekoMeHmTamy AMepHUKAHCKOM KOJIJICTHHI
TopakainbHbIX Bpaueit (ACCP) or 2016 [27], poccuiickue
pexkoMenganuu Mo BTDO ot 2015 [3]. DKcIiepTH BHICTY-
natot [IPOTUB TectupoBanusg Ha T® 60JBHBIX JTI060TO
BO3pacTa, T.K. 3TO IIPUBOOUT K HEOOOCHOBAaHHOMY IIPO-
IJICHUIO aHTUKOATYJISTHTHOM Tepallmi M TIOBHIIICHUIO
TeMOPParmIecKOro prcKa.

BTD0 Hecnposoyuposartbie/cnposoyupo8antsble npo-
mexcymounvimu PP, Hammune medpuura [MpC i [pS,
AT, romo3urortsl 1o JleiigeHy nian npoTpoMOMHY — KaH-
OUOATHI IJI Tepalliy HEeOIIPeAeICHHOM IPOIOIKUTEIb-
HOCTHU mocie TiepBoro amm3oga BTHO He cBsI3aHHOTO
¢ 6oxpimM obpatuMbeiM PP (pekomenmau ESC, 2019
[2]). B poccuiickom mokymeHte 1o BT ot 2015 [3] mana
Takas e PEKOMEHAAIINS, 3a NCKIIOYCHUEM pa3IeiiCHUS
110 TOMO- U Te€TePO3UTOTHOMY HOCHUTEIIBCTBY.

Tem He MeHee, pyTMHHOE TeCTUPOBAaHUE Ha HacCIIeI-
ctBeHHylo Td HenenecoobpasHo. Bcem mammeHTaM,
HE3aBUCHMO OT pe3yIbTaToB TecTHpoBaHWSI Ha T,
C HECIPOBOIIMPOBAHHBIM/CIIPOBOIIMPOBAHHBIM TIPOME-
XKYTOUYHBIM 31m3omoM BTOO m HU3KMM/yMEpeHHBIM
TeMOPParmIeCKNM PUCKOM IOJDKEH OBITh Ha3HAYCH IIPO-
IUICHHBIIT TIpUEM aHTUKOATYISTHTOB, IIPU BBICOKOM Te-
MOpPparn4ecKOM pPHUCKE — OTPAHUYUTCS 3-MECIIHBIM
kypcom (ESC 2019 [2], ACCP 2016 [27]).

TectupoBanne Ha TM MoxkeT OBITH PEKOMEHIOBAHO
B OTHEIBHBIX CIIydasX, KOTJa IMAIMEHT ¢ HU3KUM/yMe-
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PEHHBIM TeMOPPAarmIeCKUM PUCKOM XelaeT IIPEeKPaTUTh
IIpYieM aHTUKOATYJISTHTOB, IIJISI ITOBBIIICHUS TIPUBEPXKCH-
HoCTH K JileyeHU1o [17]. OTpunaTenbHbII pe3ynbsTraT Tec-
TrpoBaHusa Ha T® He MOKeH OBITH IIOBOIOM OTMEHUTH
AHTUKOATY/ISTHTHI Y OOJIBHBIX 0¢3 BHICOKOTO TeMOpparm-
YeCKOTO PHICKa.

TakuM 06pa3oM, TeCTUpOBaHUE Ha HACICACTBEHHYIO
T® He crenyeT IPOBOMUTE IUISI OTIPENEICHMS TTOKA3aHIIA
K IPOMICHHON aHTUKOATYISHTHOM TepaIlnu, IJIATEThb-
HOCTb OIIpeaesisaeTcsl KIMHWYecKoit curyaumeit. Ilomo-
KUTEJBHBII PEe3yIbTaT TECTa MOXET UCIIOIb30BAThCS IS
TIOBBIIICHUSI TIPUBEPKECHHOCTU TAIlMIEHTa K Ha3HAadCH-
HOMY JICUCHHIO.

Tlouck smuonoeuueckux paxmopoé BTH0

PexoMmenmyeTcsl TeCTUpOBAaHUE Y MOJIOOBIX OOJTBHBIX
(B Bo3pacte mo 50 j1eT), 0cCOOeHHO, B CyJasx, Korga He
yIaJ0Ch HAWTH (PaKTOPHI, HEIIOCPEICTBEHHO CIIPOBOIIM-
poBaBie TPomM603 [2]. DKCIepThl BHICTYNAIOT OTHO-
3HAYHO IIPOTHB TECTHUPOBAHUS C “3THOJIOTUIECKON”
Leabio y i crapire 60 et [9].

Tecmuposarue 6 pamKax cemelino2o eeHemu1ecK020 KoH-
CYNIbMUPOBAHUS

“Knaccnueckue” HacienctBeHHbIe TD cyliecTBeHHO
MMOBBIIIIAIOT PUCK pa3BUTHUS IIepBoro smm3oma BTHOO,
0CODEHHO, B MPOBOLVPYIOIINX CUTyallUsIX — OepeMeH-
HOCTbB, TIpHEeM 3CTPOTeHOB U 1p. CeMeitHOe KOHCYIBTH-
poBaHMe 00sI3aTeTbHO BO BCEX CIyJasiX HECIIPOBOIIMPO-
BaHHBIX BTOO, pasBuBmuxcsa no 50 jeT, mpu >TOM
pYTHHHOE TecTHUpoBaHMe Ha TA poacTBEHHNKOB IIEPBOMA
JINHWUM TIPU3HAETCS Hellenecooopa3HbM [17].

Connors JM (2017) pekoMeHIyeT pacCMOTPETh BO3-
MOXXHOCTh TECTUPOBaHUSI Ha HaclieACTBeHHYO TM marm-
eHToB ¢ BTOO (HecnmpoBOIMPOBAHHLIMUA WJIM BBI3BaH-
HBbIMM CJIa0ObIMM TPOBOLIMPYIOIIMMU (aKTopaMM) MpU
HaJIMINU B CEMbE XEHIIMH IeTOPOIHOTIO BO3pacTa (Tep-
Bast TMHUS poncTBa) [28]. Ham mpencrasisieTcs Torma-
HBIM TeCTUPOBATh B TAKUX CUTYallMsIX HE IMAIleHTa, a ero
pOICTBEHHMII.

Tecmponaﬂne 0OJIBHBIX C PEAKUMH THIIAMHM BEHO3HBIX
TPOMO030B

HpaBI/II[a TECTUPOBAHUA MPEACTABJICHBI B PCKOMECH-
Jaluax BpHTaHCKOI‘O Komurera mo pa3pa60TKe CTaH-
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