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Ileab uccaedosanus — npogecmu cpasHUMeNbHbIL AHANU3 NAPAMEMPOB CGEPMbIBAHUS KPOBU Y NAUUEHMOE ¢ 6eHO3HbIM mpombosom (BT)
u 6e3 He20, OUeHUMb NPOOOANCUMENLHOCHb U UCX00 aHmuKoazyaaHmuol mepanuu npu BT, ocaodchusuux npoepammuoe aeuenue oemell,
noO0pOCMKO08 U MOA0ObIX 83POCABIX C AUMPOMAMU.

Mamepuaavt u memoowt. B ananru3z éxarouenst dannvle 28 nayuenmos (¢ aumgomoil Xo0xuckurna — 5, ¢ HeX0OHCKUHCKOU aumpomoil — 23)
6 6o3pacme om 2 0o 25 rem (meduana 16 aem), npoepammuoe aeuerue komopowix ¢ 2005 no 2017 e. 6vi10 ocaroxncueno BT. Cpasnenue napa-
Mempos c6epmbleaHUs KpOo8U NPo8oouAU Uccaedo8anuem cayuai—Koumpons. Konmpoavhyro epynny cocmasuau 22 nayuenma é 6o3pacme
om 2 do 20 sem (meduana 15,5 eoda) ¢ anaroeuunbim 0UuaeHo30M, NOAOM, NPOMOKOAOM U IMANOM AeHeHUS, He UMEBUIUX MPOMOOMUYECKUX
ocnoxcuenuii. Ipynny cpasnenus cocmasunu 35 300poswix demeii 6 o3pacme om 3 do 18 nem (meduana 14 aem).

Pesyavmamoi. 3navenus boavuuHcmea nokasameneii c6epmuleatus Kposu Ha Mmomenm aviseaenus BT e omauuanuce om makogwix y na-
Yuenmog KoumpoavHoi epynnol. Ilogviuennoe codepicanue D-0umepos omauuano nayueHmos ¢ AUMGomoll, He3a8ucumo om HaAAU4Us
unu omcymemeus mpomoo3a, om 300poswix demeii maxoeo yce éospacma (p <0,05). AHmukoazyasiHMHY0 Mepanuro ¢ NPeumyulecmeeHHbIM
UCNOb308AHUEM OANbMENAPUHA HAMPUSL NPOOOANCUMENbHOCMbIO 00 3 Mec noayyaau 10 nayuenmos, ¢ mewenue 4—6 mec — 4, 7—12 mec —
12, do 18 mec — 2. be3 yuema epemenu 1 83pocantii ¢ eomozucomuoui mymayueii 20210G>A eena ghakmopa 11 nocae peyuouea BT npodoa-
ocaem npuem éapgapuna. [loanas pekananusayus mpomMOUPOBaHHO20 cOCYOa HACMYNUAA 8 MedeHue nepabix 3 mecy 9 nayuenmos, 3a 4—6mec —y 1,
3a 7—12 mec — y 4, uacmuunas pexkanarusayus 6 meuernue 3— 12 mec — y 8§ nayuenmos. Obaumepayus eHsl, NPEUMYUECMEEHHO BHYMPEH-
Hell ApeMHOIl, KaKk ucxod mpombosa Hacmynuaa 'y 6 nayuenmos 6 meuerue 4— 12 mec.

Saxarouenue. Onpedenenue pymuHHbIX NOKA3amenell c6epmubléaHus Kposu He HO36013€M BbIA8UMb NAUUEHMO8 ¢ MPoMO030M cpedu Demell,
nOOPOCMK08 U MOA0ObIX 83POCABIX C AUMGPOMOIL. YV nayuenmos ¢ aumghomoii cooepcanue D-0umepos 66110 3HAUUMO Bblule, YeM ) 300P08bIX
demeil. AumuxoazyasHmHas mepanus npueesa Kk nNoAHol uiu yacmuunoi pexanasuzayuu BT ¢ meuenue 3—12 mec y 79 % nauuenmos.
Pecucmpayus noxasameneii cgepmoul8anus Kposu npu pazeumuu mpombo3a, a maKice evisigaeHue U yuem 6 OUHAMUKe MPAH3UMOPHBIX
U NOCMOSIHHO Oelicmeyruwux haKxmopoe pucka Heodxo0umsl 045 ymounenus npuqunst BT u onpedenenus maxmuku aHmuKoazyassHmHou
mepanuu.
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Blood coagulation in venous thrombosis, complicating treatment of children, adolescents and young adults with
lymphomas
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Objective of the study was to compare blood clotting parameters in lymphoma patients with or without venous thrombosis (VT), as well as
to analyze the duration and outcome of anticoagulant therapy in children, adolescents and young adults with lymphoma, whose program
treatment was complicated by VT.

Materials and methods. The analysis included 28 patients with lymphoma (Hodgkin lymphoma — 5, non-Hodgkin lymphoma — 23), aged
Sfrom 2 to 25 years (median — 16.0 years), whose program treatment in 2005—2017 was complicated by VT. The case-control study was carried
out to compare the parameters of blood coagulation. The control group consisted of 22 patients, aged from 2 to 20 years (median — 15.5 years)
with the same diagnosis, age, therapy protocol and phase of treatment who had no thrombotic complications. The comparison group consisted
of 35 healthy children aged from 3 to 18 years (median — 14.0 years).

Results. There was no difference in majority of blood clotting parameters in lymphoma patients with or without VT. Hyperfibrinogenemia and
an increased D-dimers level distinguished patients with lymphoma, regardless of the presence or absence of thrombosis, from healthy children
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of the same age (p <0.05). Anticoagulant therapy up to 3 months received 10 patients, for 4—6 months — 4, for 7—12 months — 12, up to 18
months — 2. One adult patient with a homozygous mutation 20210G>A gene of the factor 11 takes warfarin continuously for a long time after
relapse of VT. Complete recanalization of the thrombosed vessel occurred within the first 3 months in 9 patients, within 4—6 months — in 1,
within 7— 12 months — in 4. Partial recanalization within 3— 12 months was confirmed in 8 patients. Vein obliteration, mainly the internal
Jjugular vein, as the outcome of VT occurred in 6 patients within 4— 12 months.

Conclusion. Detection of routine blood clotting parameters does not allow identifying patients with thrombosis among children, adolescents
and young adults with lymphoma. Fibrinogen and D-dimers levels were significantly higher in lymphoma patients, than in healthy children.
Anticoagulant therapy for 3— 12 months led to the complete or partial recanalization of VT in 79 % of patients. To detect blood clotting pa-
rameters by thrombosis development, as well as to reveal and monitor transient and permanent risk factors are necessary to specify the cause
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of VT and to determine the appropriate anticoagulant therapy.
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Bsepnexue

Tpom603 — 0gHO U3 HanMboJIee YACThIX OCTOXKHEHUIA
paka 1 2-s Beaylasi IpUYMHA CMEPTU Cpeau IMallieHTOB
CO 3JI0KaYeCTBEHHBIMA HOBOOOPA30BaHUSIMU, B TOM YHCIIC
ny nereii [ 1—3]. [1o zaHHBIM HOITYJISIITMOHHOTO KOTOPTHOTO
HCCIICIOBAHYSI, MCITONB30BABIIETO HAIlMOHAIBHBIC Oa3bl
JnaHHbIX BenmkobprTaHuu, 4acToTa BEHO3HOI TPOMO03MO0-
ymu Ha 1000 4yeoBeKO-JIeT Y 300POBBIX JETeil COCTaBMIa
0,06 (95 % noseputenbhblii uutepsai (M) 0,02—0,15), yro
B 25 pa3 HIKe, 4YeM y JIeTeit ¢ OHKOJIOTMYECKUMU 3a00J1eBa-
Husimu B Liestom (1,5; 95 % A 0,6—4,1), u B 15 pa3 Huxe,
yeM y JeTeit ¢ jgeiikozamu u mumdomamu (0,9; 95 % AU
0,6—6,1) [4]. B MHOro4MC/IEHHBIX ITYOIMKALIMSIX JETATbHO
OCBEILIEHBI BOITPOCHI ITaTOTeHe3a TPOMOO030B, POJI 37I0Kade-
CTBEHHOTO HOBOOOPA30BAHMSI M COITyTCTBYIOIINX (haKTOPOB
pUCKa B BOBHUKHOBEHUM BEHO3HOM TpOoMO03MO0/IMH, a TaK-
K€ PEKOMEHIALIMH 10 ITPO(PMIAKTAKE Y TIPOTUBOTPOMOOTH -
YeCcKOM Teparuu y B3pocibIx [5—7].

PexoMmeHmaunm 1Mo MCIIOIb30BaHUIO aHTUKOATYJISTH-
TOB y IeTell B 3HAUUTEILHOM CTEIICHN SKCTPAIIOIPOBAHbI
U3 pe3yIbTaTOB PAaHIOMU3UPOBAHHBIX KOHTPOJIMUPYEMBbIX
HCCIICAOBAaHM, IIPOBEICHHBIX JIJIST B3POCIbIX ITAIICHTOB,
Wi 0a3UpyOTCS Ha MHEHMHU aBTOPUTETHBIX SKCIIEPTOB
[8—10]. dmuTenbHOCTh aHTUKOATYJISIHTHOM Tepamnuu,
BBIOOD T03BI HU3KOMOJIEKYJISIPHOTO TellapiHa ¢ yIETOM
XUMMUOUHIYLIMPOBAHHOM TPOMOOLIUTOIIEHUHU Y IETEH OT-
paXkeHbI B eIMHUYIHBIX COOOIIeHUSIX. JlaHHBIe 110 aHATU3Y
ImapaMeTPOB CBEPTHIBAHMS M aHTUKOATYJITHTHOM TepaItiu
y IeTeil U MOIPOCTKOB, Y KOTOPHIX Pa3BUJICS TPOMOO3
Ha 3TaIe TMarHOCTUKY W JIeYeHUSI TUM(POMBI, B ITyOJIH-
KaILWsIX He IPeICTaBICHBL.

Ileas mccnenoBanMss — IIPOBECTU CPABHUTEILHBIN
aHaJIN3 TTApaMeTPOB CBEPTHIBAaHMS KPOBY HA MOMEHT BBI-
SIBJICHUS TPOM003a, OLICHUTh MPOIOJIKUTEIBHOCTD U MC-
XOI aHTUKOATYJITHTHOM TepaItvu Py TPOMO03ax, OCIOXK-
HUBIIUX IIPOrpaMMHOE JICUCHHE NOeTell, IMOAPOCTKOB
¥ MOJIOIIBIX B3POCIBIX C TUM(MOMAaMMU.

Mamepuanbl U Memopbl
3a 13-netHuit nepuon (2005—2017 rr) 513 mauueHTOB
¢ mmmpomoit (¢ mumbpomoit XomkkmHa (JIX) — 284

(55,4 %), ¢ HexomxkuHCKoM mumdpomoit (HXJT) — 229
(44,6 %)) nosydyaiu cneuyaabHOe JedeHue B PecmyGiim-
KaHCKOM HayYHO-IIPaKTUIECKOM IIEHTPE TeTCKOM OHKO-
JIOTMIY, TEMATOJIOTUH ¥ UMMYHOJIOTUU. Y3 HUX BEHO3HBIN
TpoMm603 (BT) 6bu1 muarHoctupoBaH y 28 (5,5 £ 1,0 %)
nanueHToB, B ToM uncie y 5 (1,8 £0,8 %) c IX uy 23
(10,0 £ 2,0 %) ¢ HXJI. Ha momeHT BoisiBaeHUst BT y 16
13 28 MauKreHTOB OblJIa MEAMACTUHAJIbHAS OITyX0JIb, B TOM
yuciie y 12 maummeHToB — OOJIblasi OmmyxoJieBas macca
B CpelOoCTeHUM, TaK Ha3biBaeMas bulky disease, 0603Ha-
yaeMasl B CiIydae IIPEBBIIICHHUS pPa3MepOB OOBEMHOIO
o0Opa3oBaHus boiee 1/3 KapamoTopakaJlbHOTO K03 du-
yeHTa uiau 6osee 10 cM Ha cKaHax, IOJYYEHHBIX MPU
KOMIIbIOTepHOI ToMorpacdum [11].

Hanuune BT BepuduimpoBany nmpu nepBoM IOSIBIIe-
HUM KJIMHUYIECKUX IIPU3HAKOB (OTEK, OTpaHUICHHE TBH-
XKEeHUI 13-3a 00JIM B 3aMHTEPECOBAHHOM 30HE, U3BMEHEHNE
OKPACKM KOXHU, 00JIE3HEHHOCTh U ITOBBIIICHNE TeMIIepa-
TYPBI KOXH IIPU TTAJIbITAIIMHY 110 X0y BEHBI) ITyTeM ITPOBE-
JEHUS TMarHOCTUYECKOTO YIIBTPa3BYKOBOI'O MCCICIOBAHMS
[12]. i BU3yanu3aliy MarucTpaabHbIX BEH TPUMEHSUTN
IIMPOKOIIOJIOCHBIE TMHEWHBIC JATYUKH BBICOKOTO pa3pe-
IeHusI B KoMmIniekTe co ckanepamu Logiq 500, Logiq 9
(GEMS). O6beM yIBTpa3ByKOBOTO UCCIICAOBAHMS BKIIIO-
YaJl AYIUIEKCHOE CKAaHMPOBAHWE HYDKHEH IT0JION BEHBI U €€
BETBEll, MAarCTPaJbHOTO ITOBEPXHOCTHOTO U INIyOOKOTO
BEHO3HOTO pycjia KOHEUHOCTEH, IOTYISIPHBIX BeH. OCHOB-
HBIMU TUATHOCTUYECKUMU KPUTEPHUSIMU TPOMOOTHYEC-
KOTO ITOpaXXeHUsI yJacTKa IIyOOKOIO MarucTpaJbHOIO
BEHO3HOTO pycJia Jjisi OOJBLIMHCTBA MALIMEHTOB OBLIO
HaJIMYME OOTYPHMPYIOIINX IIPOCBET COCYIa TMIIOM303X0-
TEeHHBIX TKAHEBBIX MacC, OTCYTCTBHUE JTM0O HEITOJHAS pe-
aKIIMsI Ha KOMITPECCHIO, OTCYTCTBUE KPOBOTOKA B peXXMMax
IIBETOBOTO IOILIEPOBCKOTO KapTrpoBaHusa. Heokkiro3ns-
HBII TPOMOO03 IPOSIBIISIICS HATUIMEM OTHOCUTEIIBHO Of-
HOPOIHBIX TPOMOOMACC, KOTOPBIE YACTUYHO HE COIPHUKA-
CaJICh CO CTEHKAMU TOPaKeHHOI BeHbl. TpoMOoTHUYecKast
OKKJIIO3MSI BeH XapaKTepHU30Bajach 00Typalleii BeHBI
TUIO3XOT€HHBIMUA WJIA CPEAHEIXOTCHHBIMU MacCaMu,
aKyCTHYeCcKasl INIOTHOCTD M 9XOCTPYKTYPa KOTOPBIX 3aBU-
ceJjia OT JaBHOCTH ITpoliecca.
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AccounmpoBaHHBINA ¢ BeHO3HBIM KaTeTepoM (BK+)
BT umenu 15 maumenToB (¢ HXJT — 13, ¢ JIX — 2), 3 Hux
7 neteit ObIM B Bo3pacte 2—12 net, 7 — B Bo3pacTe 13—
17 net u 1 Mmononoit B3pocaniii 22 net. BT, He cBI3aHHBII
¢ myHKIMeH u kateTepusanneit BeH (BK—), mmemm 13 ma-
mueHToB (¢ HXJI — 10, ¢ JIX — 3), u3 Hux 12 manueHTOB
o611 B Bo3pacte 13—17 net u 1 maumeHT 24 Jer.

BK+ TpoM003 BbISIBJIEH B MEPBBIE 5 HeH JIEUEHUS
y 7 nauueHToB (y 1 U3 HUX TpOoMOO3 BO3HMK B 1-i1 IeHb
JICYSHMSI TIPETHNU30JI0HOM, TTOCIIE TIOCTAHOBKHM LIEHTPAJIb-
HOTO BEHO3HOTrO Karerepa), Ha 6—12-i1 Hemensx jede-
HUg — y 3, yepe3 13 Hen u 6oee — y 5. BK— tpom6bo3
3apEeTUCTPUPOBAH B IIEPBBIC 5 HEX JICUCHUS Y 9 TarueH-
TOB, Ha 6—12-ii Hemensix — y 2, yepe3 13 Hen u Gostee —y 2.
Y 4 3 13 mauueHToB ¢ TPOMOO30M, HE CBSI3aHHBIM C Ka-
TeTepusaluei BeHbl, TpoM003 BK— ObL1 nuarHoctupoBaH
MIPY IOCTYIICHUH B CTallOHAp.

JTeIbHOCTD CTOSTHIS BHYTPUCOCYIMCTOIO KaTeTe-
pa B cirydasix Tpom6o3a BK+ menee 1 Hen Obita y 1 manm-
eHTta, 1-2 Hen —y 4, 3—5 Hen — y 2, 6 Hen u Gojiee — y 8.
INonxmounyHast BeHa ripu BT BK+ Obi1a mopaxeHa y 7 ma-
LUEHTOB (JIeBast — y 5, paBasi — y 2), BHyTPEHHSIS SipeMHast
BeHa — y 4 (1eBast — y 2, mpaBas — y 2), INIyOOK1e BEHBI
npaBoii pyku — y 3. TpoM003 1paBoii 6eaApeHHOM BEHBI
C pacmpocTpaHeHueM TpoMba 10 oOlIeil MOoAB3AOLIHOMN
BEHBI CIIpaBa MMeJl 1 TOIpOCTOK.

BHe cBs131 ¢ MONBITKOI KaTeTepu3aluy BeH TpoM003
TOAB3IOITHO-0eIPEHHOM BEeHBI CIIYIMIICS Y 4 TTAlIMeHTOB,
BHYTpPEHHeE SpeMHOI BeHbI — Yy 7 (JIeBoit — y 4, IpaBoii —
y 3), NIyOOKMX BeH Ijieya — y 2.

3aMeCTUTETHHYIO TEMOCTATUIECKYIO TePAITHIO TIpera-
paTaMd ¥ KOMIIOHEHTaMU KpPOBH B TEUCHHUE HEIEIIH,
MPEeIIeCTBOBABIIEH BBISIBJICHUIO TPOMOO3a, TTOIYIWIN 8
u3 15 nauueHToB ¢ TpoM6030M BK+: omHOKpaTHas1 TpaHc-
(by3mst TOHOPCKOI KPUOIUIa3MBbI OT 5 10 15 Mu1/KT (B cpen-
HeM 12,5 MJI/KT B CyTKI) BBITIOJTHEHA 5 TTAlIMeHTaM, OHO-
KpPaTHO KOHLIEHTPAT JOHOPCKUX TPOMOOLIMTOB OT 5 10
12 My1/KT (B cpeaHeM 8,5 MJI/KT B CyTKHM) BBEICH 3 TalleH-
TtaM. M3 13 manmeHToB ¢ TpoMO030M BK— 3aMecTuTenbHYIO
Tepanuio B TeueHue npeatiectpytoiieit BT Heaenu nosy-
YaJii TOJABKO 2 TTallMeHTa: OMHOKpAaTHO 1 00JbHOMY OblLIa
BBeIeHA JOHOPCKAs KpuoIriadMa 8,5 MJI/KIT, BTOpPOMY —
spUTpoLMTapHas Macca 12,5 MJI/KT.

BeHo3Hy10 KpOBb JUISI MCCIIETOBAaHMS CBEPTHIBAHUS
B 00beMe 3 MJI Habupaiau ImyTeM NYHKIUY Tepudepude-
CKOM BeHbl 0€3 HaJOXEHMS XIyTa, CTaOUIM3UPOBaIU
3,8 % pacTBOpOM LIMTpaTa HATPUsI B COOTHOLIEHUN 9:1
co0TBeTCTBeHHO. CTaOMIM3UPOBAaHHYIO KPOBh LICHTPH-
¢dyruposanu npu yckopeHun 200g B teuenue 10 MuH misg
nojiydeHusi 6oraToil TpoMOOLMTaMHU IJ1a3Mbl, IOCJE
Yyero TpoOMOOLMTApPHYIO MJ1a3My B OTIEJIbHOU MpoOupkKe
JOTOJTHUTENIbHO eHTpudyruposanu rmpu 2000g B Teue-
Hue 10 MUH IJIsI TPUTOTOBJIEHUS OeHOI (6ecTpoMOOIIM-
TapHOM) TUIa3Mbl, KCTIOJIb30BABIIICIICS TSI ICCIICIOBAHUS.
HccnenoBanne cBepTHIBAaHUS BKIIIOYAIO: PETUCTPAIIAIO
TypOUIUMETPUYECKAM METOAOM XPOHOMETPUYECKUX
nokazaTeyneil (aKTUBUPOBAHHOIO ITApIHMAIbHOTO TPOM-

0OILIACTUHOBOI'O BpeMEHU, IIPOTPOMOMHOBOIO BpEMEHHU,
TPOMOMHOBOTO BpPEMEHM), COAEpPKaHUE TIa3MEHHOTO
¢dudpunHorena merogomM Claus, BOJJTYAaHOYHOTO aHTUKOA-
TyJIsSTHTa aBToMaTUUYecKuMHu Koarynomerpamu ACL-7000
u ACL-9000 (Instrumentation Laboratory (IL), CIIIA)
C HCIIOJb30BaHMEM IUATHOCTUYECKUX HAOOpPOB (up-
Mmbl IL.

KoamdyecTBeHHBIM METOIOM IO TECTY arrIIOTHHALINN
YaCTHII JIaTeKca ¢ aIcopOMpOBaHHBIMU Ha HUX MOHOKJIO-
HaJIBHBIMHU aHTUTEJIaMU OIPEIeIsUIN comepxkaHue D-mu-
mepoB Habopom D-Dimerkit (IL, CIIIA). CriekTpodoro-
METPHYECKHU C UCTIOIb30BAHNEM XPOMOTCHHBIX CYyOCTPaTOB,
BXOJISILIMX B AUarHOCTUUYecKue Habopk! 1L, Ha aHanu3a-
topax ACL-7000 n ACL-9000 perucTpupoBaid aKTHBHOCTb
a"ntutpomouna III, mporenna C, aHTH-Xa-aKTUBHOCTD.
KiortuHroBelM Metomom Ha aHanu3atopax ACL-7000
n ACL-9000 permctpupoBaii aKTUBHOCTh CBOOOITHOTO
nporenHa S Habopamu peareHTOB ProteinS (IL, CIIIA).
BrIOTHSIM KauyeCcTBEHHYIO PEaKkIMio Ha IIPUCYTCTBHUE
PacTBOPMMBIX KOMIUIEKCOB MOHOMEpPOB (UOpHHA C UC-
noJjib3oBaHueM cranmaptHoro Habopa ES. TEST (Stago,
Opannms). 1o TecTy arnmoTHHAIIMM YacTHIL JaTeKca
¢ amcopOMpPOBaHHBIMA MOHOKJIOHAJIBHBIMUA aHTUTEJIAMHU
MPOBOIIN KOJUYECTBEHHOE OIpelnejiecHue B IUIa3Me
KPOBM pPaHHUX IIPOOYKTOB Herpagaluuy (GuOpHMHOIeHa
n ¢udpuHa Hadopom PDF Plasma (Stago, ®panimst).
IToncueT TpOMOOLIMTOB NepudepUIeCKOil KPOBH BBITTON -
HSJIM Ha aBroMarndeckoM aHamuszatope MICROS-60.
7151 KoaryJIsaIIMOHHBIX ITOKAa3aTeNIe B KAYECTBE KOHTPOJIS
HCITOJTB30BAJI HOPMAJIBbHYIO KOHTPOJIBHYIO TJIa3MYy, BXO-
JISIIYI0 B COCTaB IMAarHOCTUYECKUX HAabopoB IL.

IIpencraBiaeHue pe3yIbTaTOB XPOHOMETPUUIECKUX
TECTOB B BUIIE OTHOCHUTEIbHOI BennmuuHbl (R), paBHOI
OTHOIIICHHIO MCCAEAYEMOI0 XpOHOMETPUIECKOTO ITOKa-
3aTeisl K BeJIMYMHE COOTBETCTBYIOIIEIO ITOKAa3aTess
KOHTPOJIBHOM TIa3MBbl, IIO3BOJIMJIO CPaBHUBATh PE3YIIb-
TaThl, HE3aBUCHUMO OT BpEeMEHM IIPOBEACHMS HCCIeI0Ba-
HUSI 1 aKTUBHOCTH HCIIOJIb3YeMBIX peareHTOB. 3a BEIN-
YUHY ITOKa3aTeJIeil TeMOoCcTas3a, OTpaXKalolIiX BO3PACTHYIO
HOPMY, UCMOJIb30BAJIM pe3y/IbTaThl HAOIIOACHUI, IIpeICTaB-
JIeHHbIe B myonmukauusx M. Andrew u coaBt. u P. Toulon
M coasnrT. [13, 14].

IMommopdusm rena pakropa 11 (20210G>A) u reHa
daktopa V (FVLeiden 1691G>A) y Bcex IalMEeHTOB
BBIABIISIIN peareHTaMu npousBojacTBa Life Technologies
(CIA, Tepmanms) Ha amrmudukarope Thermocycler T3
(Biometra, [epmMaHUst) corjlacHO paHee OIMMCAHHBIM Me-
tomaMm [15, 16]. ¥ Bcex malMeHTOB, BKJIIOUYEHHBIX B UC-
clie0BaHNe, HATMYKNE aHTUKAPAUOJIUITMHOBBIX AaHTUTE
(AKJIa) (IgG, IgM) u antuten K B,-raukonporeuHy I
(IgG, IgM) BBIIBISLIM UMMYHO(GEPMEHTHBIM aHaIM3a-
TopoMm ChorusTrio opurnHaIbHEIMU HaObOpaMu GUPMBI
Chorus (MTamus). [IpucyrcTBre BOT4aHOYHOTO aHTHUKO-
aryJstHTa perucTpUpOBAIM ITyTeM pacdyeTa HOPMaJIM30-
BanHoro otrHomeHuss dRVVT Screen/dRVVT confirm
¢ ucnojb3oBaHueM HabopoB HemosIL Ha koaryiomeTpe
ACL-7000 u ACL-9000 (IL, CIIIA).

OHROTEMATONOIUA 4’2018 tom13
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ITocne pa3penieHust TpoM003a YCIIEIIHO 3aKOHYMIN
IMPOTOKOJIBHOE JIeueHne TUMGOMBI 19 13 28 malneHToB.
Or omyxoJieBoit mporpeccuu (yxe 1mociie peKaHaIu3alun
U TIOJTHOTO BOCCTaHOBJICHMSI KPOBOTOKA) YMepJIr 7 malln-
eHTtoB. BT marucrpajibHOro cocyiga ycyryousl TedyeHue
Cercuca 1 CEITUYECKOro IIoKa y 2 MalMeHTOB, YTO IIpH-
BEJIO K JICTAIBHOMY MCXOLY.

C y4eToM TOro, 4To HEe3aBHUCHMO OT Bo3pacTa Ooiee
nosioBuHbI ciiyyaeB BT cBsizanbl ¢ BK, cpenu o6cneno-
BaHHBIX MAIIMEHTOB OBLIN BBIACICHHI 2 TPyIIEL. [1epByio
TPYyNIly COCTaBUJIX 15 mamueHTOB, Y KOTOPBIX TPOMOO03
ObUI BEISABIIEH B 30He cTostHUA BK, 2-10 rpynimy — 13 ma-
LIMEHTOB, Y KOTOPbIX TPOMOO03 OCJI0KHWUJT OCHOBHOE 3a0071€e-
BaHNE BHE CBSI3U C ITOMBITKOM ITyHKIIMY WU KATETEPU3ALIUU
BeHBL. B KOHTpOJIBbHYIO IpyITy (IO TUITY MCCIICIOBAaHMUS
CIIy4aii—KOHTPOJIb) BOIILIN 22 ITallieHTa B BO3pacTe OT 2
1o 20 et (MmenuaHa 15,5 roma) 6e3 TpomM003a ¢ aHATIOTHY-
HBIM TMaTHO30M, TI0JIOM, IIPOTOKOJIOM M 3TAIIOM JICUCHMSI.
[MareHThI KOHTPOJIBHOM TPYIIIBI HE MMEJIN OCIIOXHEHUIA,
CBSI3aHHBIX C OTKJIOHCHMEM ITOKa3aTesieil CBepTHIBAHUS
OT HOPMBI, B IIPOILIeCCe ITPOTOKOIBHOTO JICUCHUS 1 HE TI0-
JIy4ajv ¢ 3aMECTUTEJIbHOM 1IeJIbI0 Ha 3TaIax MCCaeaoBa-
HUS TIpenapaToB U KOMIIOHEHTOB KpoBu, 13 Hux ¢ HXJI —
18 6ombHBIX, ¢ JIX — 4. Cpenn 18 maumenToB ¢ HXJI
L-acnaparnna3sy noxydanu 9 60gbpHBIX. B KOHTpOJIbHOIM
TpyIIie HA MOMEHT BKJIIOUCHUS B CCIIeIOBaHMe Tiepude-
puyeckuii BK nmenu 10 manmenToB, neHTpanpHbiil BK —
12. I1pn MenuacTUHAIBHON JTOKAIM3AIUN OITyXOJIM IIEH-
TpanbHbili BK B OacceliHe BepxHeiil Mo10i BEeHbl UMEIU
4 maumenTa, iepudepnueckuii BK — 8. B rpyrmy cpaBHe-
HUS ObLIM BKJIIOYEHBI 35 3M0POBBIX JIeTeil B BO3pacTe OT 3
mo 18 mer (mMemmana 14 ser), oOciemoBaHHE KOTOPBIX
npoBeneHO mociie o¢opMIECHUST MHGOPMHUPOBAHHOTO
corjiacus B Ipoliecce TUIAHOBOTO MEAUIIMHCKOTO OCMOTpa
Tepe HagajaoM IOCEIICHMS IETCKOTO KOJUICKTHBA. Y Ta-
LIMEHTOB KOHTPOJIPHOM TPYIIMIBI M TPYIIIBl CPaBHEHUS
pe3yabTaThl BCEX TECTOB Ha MapKephbl aHTU(OCHOTUIII -
Horo cuHapoMa (APC) u TpoMOODMINIO OB OTPHUIIA-
TEJIbHBI.

CratrcTuIecKuii aHaJIM3 TaHHBIX BBIITOTHSIIN C TIOMO-
mbio TporpaMmbl Statistica 10.0. [yt oLieHKM cTeneHu
JMOCTOBEPHOCTH PA3IMIUN MEXIY COIIOCTaBIISIEMBIMU
IpyIIIaMHU UCIIOJb30BaIM IBYCTOPOHHUM HeIlapaMeTpu-
yeckuid TectT MaHHa—YuTHU. B3anMOCBsSI3b U3MEHEHUS
3HAYCHUM aHaJIM3UPYEMBIX ITOKa3aTelieil OLICHMBaIU
10 KPUTEPUIO paHTOBOU Koppeisiiun G, y>-KpUTepuio
¢ nornpaBskoii Merca. Pa3muuus cunutanu 10CTOBEPHBIMU
mpu p <0,05. Pe3ynbraT mpencrasieH Kak MearaHa, 10—
90-i1 MEPLIEHTHIIN.

Pesynbmambl u o6cyxaeHue

CeeprbiBaHHe KPOBH. 3HAUCHUSI OOJIBIIMHCTBA XPOHO-
METPUYECKUX ToKa3aTelell y IMallueHTOB ¢ JTUM@OMOit
B CJIydae TpoM003a He OTJIMYAIMCh OT aHAJIOTUIHBIX I0-
KazateJsieii, 3aperuCcTPUPOBAHHBIX Y ITAIIMEHTOB 0€3 TPOM-
603a (1a6:1. 1). [Ipu Tpom603e BK+ comepkanue ¢pudpu-
HoreHa (4,3 1/ (0,96—6,1 r/mn)) u D-gumepos (0,5 MKr/Mi

(0,13—3,0 MKT/MIT)) OBUIO TAKUM K€, KaK 1 Y TTAIIMEHTOB
¢ Tpom603oMm BK— (4,3 /1 (1,5-7,3 r/n); U-test; p=0,16
u 0,7 mxr/mi (0,07—4,0 mxr/mi); p = 0,6 COOTBETCTBEH -
HO), a TaKXe y MallMeHTOB KOHTPOJBHOM TPYIIIbI Oe3
tpom6bo3a (5,1 r/n (0,74—5,8 r/n); p = 0,42 u 0,9 MKT/M1
(0,5—2,0 Mxr/mi1); p = 0,53 COOTBETCTBEHHO), IIPEBHIIIIAS
(p <0,05) 3HaUeHMST aHATIOTUYHBIX ITOKA3aTeNeil 3M0POBBIX
IeTeld M IOOPOCTKOB, HE MMEBIIMX 3710KaYe€CTBEHHOTO
HOBOOOpa3oBaHMS U3 Ipynmbl cpaBHeHus (3,1 r/n (2,5—
3,6 r/n) u 0,085 mxr/mia (0,04—0,2 MKI/MJI) COOTBETCT-
BEHHO). AKTUBHOCTbH (haKTOPOB IPOTPOMOMHOBOTO KOM-
miekca 1npu Tpomoo3e BK+ He oTnmyanach oT TaKOBOM
y nauueHToB ¢ TpoMm6o3oM BK— (75 % (48—101 %)
u 87,5 % (71-93 %) cootBeTcTBeHHO; p = 0,42), a TAaKXKe
y AIIMeHTOB KOHTPOJBbHOM TPYIIIIEI U TPYIIIIBI CPaBHEHMSI.

AxtuBHOCTH aHTUTpoMOuHa 111 (62 % (36—123 %))
B cliydae TpoM0o3a BK+ Obu1a oxkugaemMo HUKe, 4eM y Ta-
1MeHTOB ¢ TpoM6030M BK— (86 % (71—133 %); p = 0,06)
1 Yy NAlIMEHTOB KOHTPOJBHOM TPYIIHI C TUM(POMOIi 6e3
Tpom603a (89 % (78—115 %); p = 0,014), u 3HaYUTETHHO
HUXE, YeM y 3I0POBBIX AETeil M3 IPYMIIBI CPaBHECHUS
(110 % (91-120 %); p = 0,009).

AxtuHocTh ipotenHa C (78 % (44—127 %)) B rpy1i-
ne naiueHToB ¢ BT+ TpoM6030M He OT/IM4Yaiach OT COOT-
BETCTBYIOLIMX 3HaueHuili B rpynne ¢ BT— Tpombozom
(98 % (60—120 %); p = 0,18), y maueHTOB ¢ TUMdOOMOi
6e3 Tpomb03a (96 % (85—105 %); p = 0,44) 11 KOHTPOJIb-
Hoii rpymnsl (90 % (73—108 %); p =0,65).

B cnywae tpombo3a BK+ aktuBHOCTH CBOOOZHOTO
nporerHa S (81,5 % (56—108 %)) ObuLia HUXE, 4YeM
y mauueHToB ¢ TpoM6o3oM BK— (107 % (62—114 %); p =
0,02).

CHIXeHMe akTUBHOCTH aHTUuTpoMOuHa 111, mpoTten-
Ha C ¥ npoTtenHa S B pa3JIMYHOM COYETAHUU B MOMEHT
BBISIBJICHUS TPOM003a 3apeTrUCTPUPOBAaHO ¥ 9 MallMeHTOB
¢ Tpom6o3oM BK+ u y 3 manmenTon ¢ Tpom6ozom BK—
(tabm. 2). InHaMmuyeckoe HaOIIoneHIE 32 3aKOHIMBITMH
MPOTOKOJIbHOE JieueHue naureHTamMu ¢ BT BbIsIBUIIO 110-
CJICIYIOITYI0 HOPMAIN3AIINI0 aKTUBHOCTH €CTECTBEHHBIX
AHTHKOATYJISTHTOB BO BCEX CIYJasIX, 9YTO MCKITIOYAIO Y HUX
BPOXIEHHBIN XapaKTep NaTOI0TUM. 3HAYMMOI Koppeisi-
IMOHHOM CBSA3W MEXIy M3MCHEHHEM BEJIMYMH IIpOaHAJI-
3UPOBAHHBIX TIOKA3aTeNieii CBEPThIBAHMS U HAIMIMEM (VUTH
OTCYTCTBHEM) TPOMOO03a y TIAIIMEHTOB C TMM(OMOi1 He OOHAa-
pyxeHo. Takke He BBISIBICHO KOPPEISIIMOHHOM CBSI3U
(G =0,25; p=0,16) Mmexay TPOMO030M U (haKTOM IIPOBE/IEe-
HUSI HAKAHYHE 3aMECTUTEIbHOM TeMOCTaTUIECKOM TEPAIIUK.

M3MmeHeHus cBepThIBaHMS, CBSI3aHHBIC C IIPOBEICHM -
€M IIpOrpaMMHOM XMMHUOTEpAIlMi B TPYIIIIE KOHTPOJIS
y IManyeHToB 6e3 Tpom0o3a 1 y maumeHToB ¢ BT (kak
BK+, rak m BK—), Bo3HUKAaIU HE CHHXPOHHO, ITO3TOMY
KoaryJsiuMoHHbIA ctatyc BT M mapHOro KoHTposs
Ha (pMKCHPOBAHHBIN ACHb OT HavaJa JICUCHMSI, XapaKTe-
pU3ysl COCTOSIHHME TPYIINI B IIEJIOM, HE BCErga OTpakas
WHINBUAYAJIbHYIO aKTUBHOCTD IIPOKOATYJISTHTOB M €CTECT-
BEHHBIX aHTUKOATryJISTHTOB. COIJIACHO ITPOTOKOJTY JICUSCHMS
yuMpooacTHeIX JTuMdoM L-acmaparmHasy mnomydaind
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Taomana 1. [Toxazamenu céepmoiéanus Kposu npu AUMGOMax y NAUyUeHmog ¢ mpomoo3om u 6e3 mpomoo3a no cpasHeHUI0 co 300p08biMU OeMbMU U NO0-
pocmkamu. Pezyromam npedcmaenen meduanoii, 10—90-ym nepyenmunem

Table 1. Blood coagulation parameters in lymphoma patients with and without thrombosis compared with healthy children and adolescents. Result
is represented by median, 10—90" percentile

ITanuentsl ¢ iumdomoii  ITanuenTs! ¢ 1M omoit
1 TpoM603om BK+ 1 TpoM06030omM BK—

IMauumentsi ¢ iuMdomoii  TTanmenTsl 0e3 M-
0e3 Tpom003a (rpymmna 3) tboms1 (rpymmna 4)

CpaBHﬂBaeMHﬁ MmoKasarteJib

AIITB 29,0 (23,0—-31,0) 29,8 (27,2—36,7) 30,0 (26,0—34,0) 31,2 (28,0—32,0)
APTT P, ,=0,36 P, =095 P, ,= 0,65
p,,=098
OtHomenne AIITB, 0,96 (0,76—1,16) 0,98 (0,82—1,29) 1,07 (0,87—1,19) 1,02 (0,91-1,15)
MaIMeHT/KOHTPOIb P, =097 P, ,=0,82 Py, = 0,09
APTT ratio, patient/control P,= 0,63
MHO, EJL R 1,1(1,04-1,27) 14(1,05-2,1) o
INR pi:z _ 0,66 p2_3 = 0,35 p3_4 = 0,36 g
Axrussocts DTIK, % 71,5 - 87,5 (71-93) 64 (40-95) B e
PC activity, % Pi:z _ 0:87 p, =022 p, =041 :
TpoMOMHOBOE BpeMs, C 16,9 (13,0—19,0) 14,5 (12,7—18,7) 13,6 (11,0—23,0) 14,5 (13,5—16,6) =
Thrombin time, s p,_,=022 P, ,=0,54 p, ,=0,30 -
OrHolEHHE TPOMOUHOBO- 1,27 (1,03—1,55) 1,2 (1,02—1,38) 1,23 (0,82—1,8) 1,15 (1,1-1,24) =
I'0 BPEMEHU, MALU- p_,=0,11 p, ;=023 P, ,=0,31 =
€HT/KOHTPOJIb p,_,= 0,62 =
Thrombin time ratio, - o
patient/control :
- *
®uGpuHoTeH, I/1 4’31)(0’9=60 3’21) 4,3 (1,5-7,3)* 5,1 (0,74—5,8)* 3,1(2,5-3,6) E
Fibrinogen, g/L P:j _ 0:16 p, =063 p, ,=0,04 1 (4, . ;
=
_ *
D-numep, MKT/Ma = (0’1_3 20 0,7 (0,07—4,0)* 0,9 (0,5-2,0)* =
D-dimer, pg/ml P, =053 p, .=0,65 ., = 0,001 DIES (D=0 it
> P,= 0,6 2-3 > 3-4 >
- *
TA®, Mxr/son 5’(;(5’2 s 10,0 (4,9-30,0)* 15,0 (5,0-40,0)* OGS
FDP, pg/ml Pij = 0:78 P, =085 P;_, = 0,045 A ’
INonoxwurensabie PKM®, n1
SFMC positive, n 0 0 0 0
AKTUBHOCTb aHTUTPOM- 62 (36—123)* _ " _
Guta 111, % p.,=0,014 Y S 110 (91-120)
Antithrombin 111 activity, % p,_,=0,06 Py ™5 LI
AxtrBHOCTS ipotenta C, % 7; (41_01‘2‘1) 98 (60—120) 96 (85—105) 90 (73—108)
Protein C activity, % Pi:; _ 0:18 P, = 0,80 Py ,=0,49
AKTMBHOCTb CBOOOIHOI 1 1
(bOpMBL pOTenHa S, % S 1 107 (62—114) 110 (91-115) 93 (71-119)
Free form of protein S Prs p-C P, ,=091 p, ,=0,21
activity. % p7_0’02 2-3 34
activity, 7% 1-2
TpoMOOLUTEI BEHO3HOM 167 (84—132)* G _940)*
Kponu, 10/ b, =0,83 200 (U 060791) 20292 0204009) 289 (260—331)
Venous blood platelets, 10°/L p,,=0,003 Prs ’ Py ?

(rpymna 1) (n = 15)

(rpymna 2) (n = 13)

(n=22)

(n=35)

Ilpumeuanue. BK — senosnuiii kamemep; AIITB — akmusuposannoe napyuanvioe mpombonaacmurnosoe epems; MHO — mexncdyna-
POOHOe HopmanuzosanHoe omuouerue; PIIK — gpaxmopwvt npompombunosoeo komnaexca; 1P — npodykmut deepadayuu gpubpuroee-
Ha/gpubpuna; PKM® — pacmeopumbie Komnaexcol MOHOMEPO8 ubpuna; p — 0ocmosepHocmy pazauyus mexcdy epynnamu 1-2, 1-3,

2—3, 3—4 (napnuiit U-test).

Note. VC — venous catheter; APTT — activated partial thromboplastin time; INR — international normalized ratio; PC — prothrombin complex; FDP —
fibrin degradation products; SFMC — soluble fibrin monomers complexes; p — significance of differences between groups 1—2, 1—3, 2—3, 3—4 (paired

U-test).

*p <0,05 025 nayuenmog ¢ aumghomoii no cpasueruro (U-test) ¢ epynnoii cpaenenus (nayuenmot 6e3 aumgomot).

*p <0.05 for patients with ymphoma compared (U-test) with a comparison group (patients without lymphoma).
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Tadmuna 2. Qaxmopwt pucka, conymcmeogaguiue 6eHO3HOMY mMpomoo3y, n

Table 2. Risk factors associated with venous thrombosis, n

Tpom603 BK+ u BK— cpok BbisiBjieHHs OT HaYaIa JieYeHHst

N3BecTHbIi (hakTOp pUCKA y YNCJIA TALMEHTOB <6 Hen
BK+

20210G>A 1
FVLeiden 1691G>A 1
BA-nonoxutenbHbie 60IbHBIE
LA-positive patients
IgG K B,-rmukonporenny I
IgG to B, glycoprotein I
IgG x kapauonunuHy
IgG to cardiolipin
AT 111 <60 % 1
PrC <60 %
PrS <60 % 1
(AT III + PrC) <60 % 2
(AT III + PrS) <60 % 1
(PrS + PrC) <60 % 1
Bulky disease 5
OIyXoJIeBbIe MacChl B CPEIOCTEHNN,
YHCIIO MTALIMEHTOB
Mediastinum tumor masses
[Monyyanu L-acnaparuHasy 7
Receive L-asparaginase
Yucno mameHToB ¢ TPOMO030M 7
The number of patients with thrombosis
Bceeo 16

Total

BK—-

Bcezo
6—12 Hen, >12 nen
BK+ BK—- BK+ BK—- BK+ BK—
1 1 1
1
1 2
1
1
1 2
1 1 2 2
1 1 3 1
1
1
5 7
2 1 1 2 2
2 2 1 10 2
3 2 5 2 15 13
5 7 28

Ilpumeuanue. BK — eenosnuiii kamemep; 20210G>A — mymayus eena pakmopa npompombuna; FVLeiden 1691G>A — mymayus eena
gakmopa V; BA — éoauanounwiii anmuxoaeyssum; IgG — anmumena kaacca ummynoenobyaun G; AT 111 — akmusrnocmos aumumpom-
ouna 111; PrC — akmuenocmo npomeuna C; PrS — akmusrnocms npomeuna S.

Note. VC — venous catheter; 20210G>A — mutation of prothrombin factor gene; FVLeiden 1691G>A — mutation of factor V gene; LA — lupus
anticoagulant; 1gG — immunoglobulin G class antibodies; AT 111 — antithrombin I11 activity; PrC — protein C activity; PrS — protein S activity.

2/3 (10 u3 15) maumenToB ¢ BT BK+ u mums 1/5 (2 13 13)
mareHToB ¢ Tpomoo3oM BK—. B 1o e Bpems y 4 u3 13
nanueHToB ¢ TpoMO6o3oM BK— Tpom0603 ObLT BhISIBJIEH
pu MocTymjaeHuu, a y 1 nauueHra ¢ BK+ — B 1-i1 neHsb
JiedeHus1 yepes 12—18 4 mmociie TocTaHOBKY LIEHTPaIbHO-
ro BEHO3HOT0 KaTeTepa, 3aJ0JIr0 10 Ha3HAYeHMS acIiapa-
ruHa3bl. CemyeT y4ecTh, YTO ITOKAa3aTe/IM CBEPTHIBAHUS
KPOBU OBLIN 3aperuCTPUPOBAHBI HA MOMEHT ITOSIBICHUS
KJIMHWYECKOM KapTUHBI U YIBTPa3ByKOBOI Bepu(pUKaIIIN
BEHO3HOI OKKJII03UU, a HE B MOMEHT oOpa3oBaHusi BT.
PasznoponHocts Mopdomornaeckux hopM 1mmM¢oM B aHa-

JIN3UPYEMBIX TPYIIIAaX 1 BCICACTBHE 3TOTO OIPaHUICHHOE
(y 12 u3 28 mamueHTOB) IpUMEHEHUE aclaparrmHa3bl
HE TT03BOJIVUIA BBISIBUTH YETKUE PA3IMIMSI B aKTUBHOCTHU
OOJIBIIIMHCTBA €CTECTBEHHBIX AHTUKOATYJITHTOB U IIPOKO-
aryJISHTOB y MallMEHTOB C TPOMOO30M U 0€3 Hero.

Psnom nccnemoBareneit peKOMEHIOBAHBI IITKAJIBI JIJIST
BBISIBIICHMSI CPEIY B3POCIBIX M JIMII IIPEKJIOHHOTO BO3pacTa
C OHKOJIOTMYECKIM 3a00JIeBaHUEM ITAITUECHTOB C IIOTCHIIM-
aJIbHbIM PMCKOM BO3HMKHOBEHUSI BEHO3HOI TPOMO03MOO-
JUA. DTU IIKAJBl OCHOBAHBI HA COIIOCTABJICHUM JaH-
HBIX, OTPaXAIOIINX KIIMHUIECKYIO CUTYaIlI0, COCTOSTHIE
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MmaryeHTa u cogepxxanue D-mumepos [17—19]. Axroputm
pacyeTa KJIMHUYECKO BEpPOSITHOCTU TpOoMOO3a y JIeTel,
0a3MpPYIOIIMICS Ha COMOCTABICHUN KIMHUYECKUX CUM-
IITOMOB BEHO3HO# OKKJIIO3WU, IT0JIa peOeHKa, HaTWIUs
BK u 310KauecTBEHHOr0 HOBOOOpAa30BaHUsI, HE TIpeaycC-
MaTpUBaeT HEOOXOIUMOCTh OIIPEACICHUS KOATYISIIIMOH-
HOTO cTaTyca, BKJIIOYas perucrpanuio D-guMepoB m3-
3a HU3KO CrienUIHOCTY TTpu3Haka [12].

Takum oO6pa3zoM, OTCYTCTBUE pa3IUuUUii MEXIy 3HaUe-
HUSMU OOJIBIIMHCTBA COOTBETCTBYIOIIMX IIOKa3aTeseit
y IMMaLIMEHTOB ¢ TPOMO03aMU 1 0€3 HUX He TTO3BOJISIET PEKO-
MEHIIOBaTh MPOaHAIM3UPOBAHHBIC PyTUHHEIE TIOKA3aTe TN
CBepTHIBAaHUSA KPOBH (BKIIIOYAs oIpeaeacHre D-numepoB)
B KauyeCTBEe MMATHOCTMYECKMX TECTOB IS BBHISBICHUS
TPOMOO30B Cpenu AeTeil, ITIOAPOCTKOB M MOJIOIBIX B3pPO-
CJIBIX ¢ TUM(pOMaMMU.

I'eneTnyecku mokazanHas Tpomoodmmsa cpenu 23 ma-
uueHtoB ¢ HXJI u TpoMbOo030M ObLIa 3aperucTpupoBaHa
B 3 cayvasx, u3 Hux Mmytaruu 20210G>A reHa, OTBETCT-
BEHHOTO 3a cuHTe3 (hakropa II, —y 2 (8,6 £ 5,8 %) naru-
eHroB, mytauuss FVLeiden 1691G>A rena cdakropa V,
pe3ucTeHTHOro K nporeuny C, —y 1 (4,3 £ 4,2 %). Cpenun
B3pOCJIBIX ITAIIMEHTOB ¢ TpoMOo3amMu myTaumio FVLeiden
1691G>A rena dakropa V uccienoBarean 0OHaAPYXKWIN
B 12—30 % ciyuyaeB, 4TO IPEBHIILIAIO YACTOTY BhISIBJICHUS
(5—8 %) reHeTMYECKOI AaHOMAIMH CPEIH JIVL] KABKA3CKOMI
nonyJsiiuu [6]. Myranus 20210G>A 6blia 3aperucTpu-
poBaHa uccienoBaTeasaMu y 7—18 % nauueHTOB ¢ TpOM-
003aMM, II0 CPaBHEHUIO C YacCTOTOM BCTPEYaAEMOCTH
(0,7—4,0 %) storo medekra B eBPOMNEIACKOM MOMYISLIMI
300poBbIX Jull [5]. YacTora reHeTHUYECKMX aHOMAJIMK
cpenu o0clieoBaHHBIX HAMU TTaLIMEHTOB C TPOMOO3aMU
MMPaKTUYECKM HEe IPEBHIIIAja IIPUBEACHHYIO B ITyOJIMKa-
musax [5, 6] gactory moanMop¢u3MOB aHAIU3UPYEMBbIX
T€HOB B MOMYJISILIU 3[I0POBBIX JIUII.

Anrtudochommmnnsie anturena (IgG) K B,-ramkonpo-
teuny I B kommuectBe 28 ME/mit (Hopma meHee 14 ME /M)
ObU1H BbIsIBIEHBI Y 1 13 23 (4,34 £ 4,24 %) nauuenTtoB ¢ HXJI,
antutena (IgM) kK kapauonunusy B Tutpe 36 ME/Mit (Hopma
MmeHee 14 ME/Mn) —y 1 u3 5 (20,0 £ 17,9 %) noapocTkos
¢ JIX. Ipu mumdpomax y B3pocibix manueHToB AKJIa ObI-
JIW 3apeTucTpupoBaHbl B 39 % HaOMONEHUIA, TIPU 3TOM
TpoMOoTHYecKue coobITus cpenu AKJla-nmonoxxuTeabHbIX
MMAIleHTOB BBISBJICHBI HCCIICAOBATSIISIMUA B 2 pa3a yaille,
yeM cpeau AKJla-orpunatensHbix [20]. MccnenoBarenu
O0OHApYXUJIU OTPUIIATSIHPHYIO KOPPEISIIIMOHHYIO CBSI3b
(p = 0,02) y mareHTOB ¢ JTMMGOMOI 1 TPOMOO30M CTap-
IIEr0 M IPEKJIOHHOTO BO3pacTa MEXIy ITOBBIIICHUEM
tutpa AKJIa Ha MOMEHT TMAarHOCTUKU TUM@POMBI U CHU-
XXeHMeM oO0IIel AByxJIeTHell BepkuBaeMocTH [21]. B To ke
BpeMSI psii aBTOPOB IIPOACMOHCTPUPOBAIINA TIPUCYTCTBUE
AKJla y nauneHToB ¢ TMM(MOMOiT 1 OCTPHIM MUETOMIHBIM
JIEAKO30M, He UMEBIIMX TPOMOO030B [22].

CoueranHoe BiIMSHHE TPOMOOTeHHBIX (aKTOPOB (CM.
TabJI. 2) KOHCTaTUpOBaHO B Kaxkaom ciaydae BT. Kpome
JMM(POMBI KaK OCHOBHOTO 3a00J1eBaHMSsI, OOJIBIION OITy-
X0JIeBOM Macchl B cpemocreHun (12 m3 16 manmueHTOB

¢ MeIMaCTUHAIBHOMN JIOKaIN3allieil ), prueMa XUMHOIIpe-
MapaTroB, HECKOJIBKO IPYruxX GakTopoB pUCKa Pa3BUTHS
Tpomb03a (BK, TpoMbodmnus, Hammame aHTrdochomm-
MMUIHBIX aHTUTEJI, HE CUYMTasi CHIDKCHUSI aKTUBHOCTH €C-
TECTBEHHBIX aHTMKOATY/ISTHTOB) B PAa3JIMUHOM COYCTAaHNU
obu10 y 4/5 (22 u3 28) manwentos ¢ BT. ¥V 2 u3 15 maruentos
¢ BT BK+ Gbuia rereposurotHas myramus 1691G>A
n 20210G>A B coyetanuu ¢ ieHTpatbHbIM BK, TpoM603 BK+
Ha (hOHE CHIKEHUS aKTUBHOCTU mpoTerHa S (56 u 54 %)
HaOJIIOIAIN Y 2 TAIIMEHTOB, COYeTAHHOE CHIDKEHHE aKTHUB-
HocTtu antutpombuHa III (ot 36 mo 50 %) u nporeuna C
(ot 44 mo 50 %) — y 3. Katerep-He3aBucumbiii BT Ha
¢one romozurorHoi mytau 20210G>A umern 1 maiyeHr,
coueTaHHOe CHIDKeHue aHTtutpoMmb6uHa III (69 u 71 %)
u npotenHa S (54 u 52 %) — 2. Ml Habmoaanu 1o 1 ciy-
yaro TpoM603a BK— u nosbiiennoro turpa IgG K B,-
rukorporenny 1 (28 ME/mi), moBbimeHHoro turpa IgM
K KapauonuiuHy (36 ME/mi), a Takke 2 allMeHTOoB C M0-
JIOXXUTEJIbHBIM BOJTYAaHOYHBIM aHTUKOATYISTHTOM. Pe3yib-
TaThl TTOBTOPHOTO aHajau3a 4depe3 12 Hen MOITBEpOWIU
MOBBIIIEHHBIN TUTP MapkepoB ADC, BKITI0Uast BOJTYAaHOY -
HBI/ aHTUKOATYJISIHT; TIEpe], OTMEHON aHTUKOAryJISTHTOB
TECThI Ha TIpUCyTCTBUE MapKepoB ADC ObUTN OTPULIATETHHBI.
TakuM oOpa3oM, MoaydyeHHbIe HAMU Pe3yJIbTaThl UC-
CJICIOBAHUS CTaJI OCHOBAaHMEM JUISI PETUCTPALIU TIepe-
YHCJICHHBIX TT0Ka3aTelIeil CBEPThIBAHMS KPOBU, a TAKXKE
ydyeTa TPaH3UTOPHBIX M IIOCTOSTHHO IEMCTBYIOLINX (DAKTO-
POB pHCKa TOJBKO IT0 (haKTy BOSHUKHOBEHHS BEHO3HOI
OKKJTIO3MH B LIEJISIX YTOUHEHMS IIPUIMHBI TPOM003a 1 OIT-
penesieHns TAKTUKYA aHTUKOATYJISTHTHOM TePaIlim.
AHTHKOAryIsaTHas Tepanus. Bee 28 mamuenToB ¢ BT
TMTOTy4YaIv aHTUKOATYJISTHTHYIO TepaIlnio JISKapCTBEHHBIMU
CpeICTBaMHU, COIEpKAIMUMM He(paKIIMOHNPOBAHHBIN
1 HU3KOMOJICKYJISIpHBII renapuH. [1o ¢akTy BEIIBICHUS
TpoM0O3a HATPHMEBYIO COJIb He(PPaKIIMOHNPOBAHHOTO
renapyvHa METOJOM KPYIJIOCYTOYHOM BHYTPUBEHHOM MH-
¢y3uHn ¢ MOCTOSTHHOM CKOPOCTHIO, B 103¢, 00ECIIeUnBal0-
el yBeJIMYeHNE aKTUBIPOBAHHOTO ITAPIIMATIEHOTO TPOM-
0OIJIaCTUHOBOTO BpeMeHHU B 2,0—2,5 pa3a 1o cpaBHEHUIO
C KOHTPOJIEM, TTOJyJYaIr 7 IMalleHTOB, B MOCIEIYIOIIeM
HepaKIIMOHNPOBAHHBIN IrelmaprH OB 3aMEHEH Ha IO/~
KOXKHBIE BBEICHMS NalibTeniapiHa HaTpus. Bce 28 maru-
€HTOB B 0CTpoM Itepuoje (<1 Mec 0T MOMEHTA BhISIBJICHUS
TpoM003a) MOJyYaan TepalleBTUUECKYIO 03y JajIbTrera-
puna HaTpusa 200 antu-Xa ME/kr B cytku. B momoctpom
Iepuroje, HaYMHAs CO 2-TO MecsIlla aHTUKOATyJISTHTHOM
Tepanuu, CYyTOYHYIO 103y JajnbTeraprHa HaTpus 150—200
aHTH-Xa ME/Kr BBOIWIN IIyTeM BBIIIOJTHEHUS 2 TTOIKOX-
HBIX MHBEKUIMA. Y 4 IMallMeHTOB B IWHAMUKE JICUCHUS
ObLIa 3aperuCTPUPOBaHA XUMHUOMHIYIIMPOBAHHAS TPOM-
OOLIMTONEHUS CO CHIKEHUEM COJiepKaHUSI TPOMOOLIMTOB
B niepudepmaeckoit Kposu ot 100 10 45 ThIC/MKII IIPOIOII-
XKUTEJIBHOCTRIO OT 7 1o 30 gHeit (MmenmaHa 18 mHeit). [a-
LIMEHTaM C OITyXOJIEBOACCOLIMUPOBAHHBIM TPOMOO30M,
COIIACHO UHCTPYKLIUU MO0 MEAULIMHCKOMY IPUMEHEHUIO
JajbTeIaprHa HaTpHsI, CYTOUYHYIO TeParleBTUYECKYIO 103y
nIanbTenapyuHa HATpUs Npu ducie TpoMbonuToB oT 100
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1o 50 teic/MKi1 cHkaau 10 5000 antu-Xa ME s mamm-
€HTOB C MAacCoil Tejla MeHee 56 KI, yTO B IlepepacueTe
Ha enuHMIly Macchl Teda (5000 ME/56 kr = 89 ME/kr)
coctasnsuio 90—100 ME/kr B cytku. [Tocne BoccTaHOB-
JIeHUsI 9mucia TpoMoouuToB 0ojiee 100 ThIC/MKI BO300-
HOBJISUIH IIPOTUBOTPOMOOTHYECKOE JICUCHHE TaTbTeIIaph-
HOM HaTpus B cyTouHoi1 mo3e 150—200 antu-Xa ME/KT.
Hu B ogHOM citydae He 3aperucTpupoBaHO HUKAKUX Te-
MOPParndecKuX OCIOKHEHHUH (B TOM YUCIIE TIPEICTABIISIB-
IIAX YIpo3y IS XKWU3HMU, TPeOOBABIINX BOCITOJIHECHUS
00beMa MUPKYIUPYIOIIei KpOBH WIJIM TeMOTpaHCchy3Uif),
CBSI3aHHBIX C IIPOBEACHNEM aHTUKOATYISTHTHOM TepaItiiu.

Ionnas pekaHanu3anusi TPOMOMPOBAHHOIO COCYA,
JIoKa3aHHasI JaHHBIMU YJIBTPa3BYKOBOT'O MCCJICIOBAHMS,
HacTynuia y noJIoBuHbI nanuyeHToB (y 14 u3 28 (50,0 +
9,4 %)), N3 HUX B TEYEHUE TTEPBBIX 3 Mec —y 9, 32 4—6 Mec —
y 1, 3a 7—12 mec — y 4. YacTnuHasg pekaHanu3alus Oblia
JIoKazaHa Ha (hOHE IIPOTUBOTPOMOOTHYECKOTO JICUCHUS
B TeueHue 3—12 mec y 8 (28,5 £ 8,5 %) naunenron. O6-
JIMTEPALIYS BEHbI, IPEUMYILECTBEHHO BHYTPEHHEU SIPEMHOM,
kak ucxon BT nacrynunay 6 (21,4 £ 7,7 %) nauneHTOB
3a 4—12 Mec. AHTUKOATYJISTHTHYIO TEPATINIO C IIPeuMYyIe-
CTBEHHBIM HCIIOJIb30BAHNEM HM3KOMOJICKYISIPHBIX TeITa-
PUHOB MPOAOJLKUTENBHOCTBIO 3 Mec Ttomydany 10 maumeH-
TOB, B TeueHue 4—6 mec — 4, 7—12 mec — 12, no 18 mec — 2.
IToce BoccTaHOBIEHNS KPOBOTOKA 1 OTMEHBI aHTUKOA-
TYJITHTOB Y 2 TIALIMEHTOB C PAHHUM PELUINBOM JTMMGbOMBI
OBbLII 3aperuCTPUPOBAH HOBBIIA TPOMOO3 APYrou JTOKaIm-
3alliM, B CBA3U C YeM IIPUMEHEHNE HU3KOMOJIEKYJISIPHOTO
rerapyHa 2 raryeHTaM ObUTO TIPOJIJIEHO CyMMapHo 10 18 mec.
OmHOMY MOJIOIOMY B3pOCJIOMY ITAITMEHTY C TOMO3UTOTHOM
mytaumeit 20210G>A Obl1 Ha3HadeH BapdapuH deccpou-
HO B cBs13U ¢ peuuauBoMm BT B mecte nepBoro tpom003a,
HACTYIIHBIINM 4Yepe3 4 MecC ITOC/Ie 3aBepIICHUS IIPOrpaM-

MHOTO JIeUeHMST TUMGPOMEBI U MIPEeKpaIlleH!s] aHTUKOary-
JITHTHO# Tepalnu. belya BeISIBIICHA TeCHAsI KOPPEISILIM--
onHas cBa3b (G = 0,8; p = 0,001) TpoIOIKUTETEHOCTH
AHTUKOATYJISTHTHOM TepaluM C BpeMEHEM HACTYIUICHUS
MOJHON WJIXM YaCTUYHOM PEKAHAIM3AallMM B 30HE TPOM-
003a.

Takum obpa3om, neyeHre aHTUKOAryJISIHTaMU B Tepa-
MMeBTUYECKON 103€ OT 3 Mec 1m0 1 roga HeoOXOIUMO ISt
paspeieHus1 BT. beccpouHoe npuMeHeHre aHTUKOAryJIsTH-
TOB MOApPa3yMeBaeTCs MPU PELUUIMBUPYIOIIEM TPOMOO3e
Ha (poHE TeHETUYECKU 00YCIIOBIICHHOI TPOMOOMMIINN.

HecmoTpst Ha TO 4TO Hallle UCCIeI0BaHME TT0 aHAIN3Y
PE3yJIBTaTOB aHTUKOATYJISTHTHOM Tepaluu y IallieHTOB
¢ mMGoMaM MMEET PsIT CYIIECTBEHHBIX OTPaHUICHUIN
(peTpOCIIeKTUBHOE, OMHOIICHTPOBOE, HE PAaHIOMU3HUPO-
BaHHOE), OHO OTHOCHUTCS K Han0oJjIee KPYITHBIM U IeTaIb-
HBIM M3 HBIHE OITyOJJMKOBAHHBIX 110 TAHHOMY BOIIPOCY.

3akniouenue

3HaueHUs OOJBIIMHCTBA TTOKa3aTeIei CBEPThIBAHMS
KpOBH Y OOJIBHBIX ¢ IMM@poMoii mocie pa3putus BT He oT-
JIAYAIOTCS OT 3HAYCHUM COOTBETCTBYIOIIMX ITOKA3aTeJIE
y maluMeHToB 0e3 TpomOo3a. [JlaHHOe OO0CTOSITENbCTBO
He TT03BOJISIET PEKOMEHIOBATh KOAryJIOrpaMMy KaK METOI
BBISIBJICHHUST TPOM0OO3a Yy IeTeld, ITOAPOCTKOB M MOJIOIBIX
B3pocIbIX ¢ IuM@omoii. [1o cpaBHEHHUIO CO 3M0POBBIMU
JIETbMH Y TIALIMEHTOB ¢ JIMM(OMO ITOBBIIICHO COMepKa-
Hue pubpuHOreHa u D-mumepoB. PerucTpaiimst pyTHHHBIX
ToKa3arejeil CBepThIBAaHMS, a TAKXKE YIET TPAH3UTOPHBIX
M TIOCTOSTHHO JeiicTBYIomuX pakTopoB pucka BT omnpas-
JIaHBI B LIEJIIX YTOUYHEHUS IPUIMHBI TPOMOO03a M OIIpee-
JICHWS TAKTUKY aHTUKOATYITHTHOM Teparnuy. AHTUKOAry-
JITHTHAs1 Teparus IPUBOIUT K pa3pelneHuto BT B TeueHue
3—12 mec.
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