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Tayuenmoi ¢ onkocemamonocuveckumu 3a601€6aHUIMU KAK 6 0eMCKOM, MAK U 80 83DOCAOM 603pacme CIAIKUBAIMCA C BbICOKUMU PU-
CKamu pazeumus mpomoomu4eckKux u 2emoppasueckux 0CA0NCHeHU.

Oko10 40 % nayuenmog demcKoeo 803pacma ¢ 0CmMpbiM AUMPOONACMHBIM A€UKO30M CMANKUBAIOMCS ¢ KPOBOMOUUBOCMbIO, d HACMOMA
paseumusi mpomo60306 npu 3mom 3abonreeanuu kosebnemes om 1 do 36 %. boavuwuncmeo mpom60306 accoyuupo8ano ¢ UCnoNb308aHuem
YEeHMPANbHbIX 6eHO3HBIX Kamemepos u npumerenuem L-acnapasutnasol, Komopoe npugooum K 3Ha4UmMeAbHOMY CHUICEHUIO cuHmesa 601b-
WUHCMea 6enKos CUCmeMbl C8ePMblEaAHUS.

MaccugHbie KposomeueHus cocmasasom 0ee mpemu cpeou 6cex NPUHUH PaHHell cCMepmU NAUUeHMOo8 0emcK020 803pacma npu 0Cmpom
muenobaacmuom aeiixosze (OMJI). Abconromuvie pucku cmepmu écaedcmesue Kpogomeuenus u aetikocmasa eapoupyrom om 1,8 % 6 o6uwiei
nonyaayuu demeii ¢ OMJI do 14,3 % 6 nonyaayuu ¢ eunepaeiikoyumosom 6onee 200 < 10°/a. Puck 603HUKHOGEHUSI MPOMOOMUHECKUX
ocnodcnenuil y demeii c OMJI eapoupyem 6 npedenax 3,4—11 %. Y nayuenmos ¢ OMJI mocym 603HUKaAMb CAOJNCHBLE CUCIEMHbBLE KOA2YA0-
namuu, makue KaK OUCCEMUHUPOBAHHOe eHympucocyducmoe ceepmuiéarue (/IBC-cunopom), upezmepHolii pubpurosu3s uiu Hecheyugu-
YecKuil Npomeonus.

Jlabopamophas duazHocmuka eemocmasa y NayUeHmos ¢ Aeiko3amu 3ampyoHena U3-3a co4emanHo20 XapaKmepa mpomoomuueckKux u ee-
MOPPAUHECKUX OCAONCHEHUL — Y KANCO020 KOHKPEMHO020 00AbH020 € 2eMOOAACHO30M MOICHO 0ICUOAMb OOHOBPEMEHHO KPOBOMOUUBOCY,
mpom603 u dasice JIBC-cundpom (couemaroujuii 6 cebe 00HOBPEMEHHO eunep- u eUunokoazyisayuortsie gasvt). M3-3a daumenvHoeo xapak-
mepa nAeuenus U 6apbupyroujell UHMeHCUBHOCIU PA3AUMHbIX 0A0K08 Mepanuu cCOCMosHUe 2eMOCmasa NayueHma npu Manugecmauyuu 3a60-
Ne6aHUS He NO380ASeM C KAKOU-1U60 00CMO8ePHOCHbIO NPeOCKA3amb 0CA0JICHEHUS Ha mepanuy UHOYKUUY ulu koncoauoayuu. Bosrevenue
6 NAMOA0UHECK UL NPOUECC CPA3Y BCEX 36€HbEE CUCMEMbL 2eMOCMA3a — COCYOUCMO020, MPOMOOUUMAPHORO0 U NAAZMEHH020 — Jeadem He603-
MOJNCHBIM NPEOUKUUI U OUACHOCMUKY MPOMOO02eMOPPALUMECKUX OCAONCHEHUIl NPU NOMOUU CIMAHOAPMHbIX MECHO8 2eMoCcmasa u ooujeeo
aHanu3a Kposu, NOCKOAbKY OHU NPeOHA3HAUe bl 045 OUEHKU KOHUEeHMPAyUuil 0moeabHblx 6eaK06 U )yHKUUOHUPOBAHUS OMOeAbHbIX KOMNO-
HEHMOB CUCMEMbL 2eMOCMA3A U HUKAK He OUeHUBaom Oananc meicdy ee npoKoazyAsHmMHbIMU U GHMUKOGRYASHMHBIMU COCIABASIOUUMU.
[hobanvHble mecmol eemocmasa, makue Kkak mpomboanacmoepagus, mpomooOUHAMUKA U MeCm 2eHepayuu mpomMourHa adeKkeamno om-
PadNCarm cUnepKoazyAsyUOHHble COCOSHUSL U MO2YM NOCAYICUMb OCHOB0IL 045 pa3pabOMKU HOB8020 KOMHAEKCA AA00PAMOPHBIX Mecmos
eemocmasa.
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Patients with oncohematological diseases, both children and adults, face high risks of thrombotic and hemorrhagic complications.

About 40 % of pediatric patients with acute lymphoblastic leukemia develop bleedings, and the incidence of thrombosis in this disease ranges
from 1 to 36 %. Most thromboses are associated with the use of central venous catheters and the use of L-asparaginase, which leads to
a significant reduction in the synthesis of coagulation proteins.

Massive hemorrhages account for two-thirds of all causes of early death in pediatric patients with acute myelogenous leukemia (AML).
Absolute risks of death due to bleeding and leukostasis range from 1.8 % in the total population of children with AML to 14.3 % in a population
with hyperleukocytosis more than 200 x 10°/l. The risk of thrombotic complications in children with AML varies between 3.4—11 %.
In patients with AML, complex systemic coagulopathies may occur, such as disseminated intravascular coagulation (DIC), excessive
fibrinolysis, or nonspecific proteolysis. This scale is not yet applicable due to the lack of research on its effectiveness in the pediatric population.
The laboratory diagnostics of hemostasis is difficult due to the combined nature of thrombotic and hemorrhagic complications: bleeding,
thrombosis and even DIC syndrome (combining both hyper- and hypocoagulation phases) can be expected in each specific patient with
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hemoblastosis. Because of the long-term nature of the treatment and the varying intensity of the various treatment units, the patient’s hemostasis
during disease manifestation does not allow one to predict with any certainty the complications on induction or consolidation therapy.
Involving all the components of the hemostasis system — vascular, platelet and plasma — into the pathological process makes prediction and
diagnosis of thrombohemorrhagic complications impossible with the help of standard hemostatic tests and a general blood test, since these tests
are designed to assess the concentrations of individual proteins and the functioning of individual components of the hemostatic system, and
does not assess the balance between its procoagulant and anticoagulant components. Global hemostatic tests such as thromboelastography,
thrombodynamics and thrombin generation test adequately reflect hypercoagulable conditions and can serve as a basis for the development
of a new set of laboratory hemostasis tests.
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BBenenne

HecMoTpst Ha HOCTaTOYHO CEPhE3HBI PUCK BO3HMK-
HOBEHMSI TPOMOOTHYECKMX U TeMOPParnueCKIUX OCIIOKHE-
HUI Y MAallMeHTOB AETCKOro BO3pacTa ¢ OCTPBIMU JICHKO-
3aMH, 0 CUX ITOP HE CYIIECTBYET afeKBaTHBIX CTAHIAPTOB
JTabOpaTOPHOTO COIPOBOXKIECHUS OCHOBHOM Teparuu,
a TakKe OTCYTCTBYIOT PEKOMEHIALIMU I10 Ha3HAYEeHUIO
MPOKOATYJISTHTHON M aHTUKOATYJISTHTHO# Teparmuu. Pas-
HOHAIIPaBJICHHOCTh M3MEHEHMWII B CHCTEME TIeMocTasa
BCJIEACTBME CaMOro 3a00jieBaHWS WM €ro Teparuu,
npeapacriojaraiolias Takux MaluuMeHTOB KaK K TpoMOo-
3aM, TaK M K KPOBOTEUEHMSIM, JeJlaeT HEBO3MOXHOM MX
MPEIVKIINIO TIPU TTOMOIIKM CTAaHIAPTHBIX JIA0OPATOPHBIX
METOHOB, BXOASIINX B pYyTMHHYIO KoaryjorpaMmmy. B naH-
HOM 0030pe MBI PacCMOTPUM ITaTOreHEe3 M COBpPEMEH-
HOE€ COCTOSIHME CUTYallMd B 00JIACTM reMocTasa y JeTeil
C OCTPBIMM JICUKO3aMH.

Ocrpblii 1M 00IACTHBII JIEHK03

Y nereii caMbIM YacTbIM OHKOIE€MaTOJIOIMYECKUM
3a00JIeBaHUEM SIBJISICTCST OCTPBIA TUM(POOIACTHBINM JICIKO3
(OJIJT), ero monst cpeay Bcex JISMKO30B COCTABIISIET OKOJIO
80 %. Y B3pocIbIX 3a00J1eBaHKE BCTPEYAETCs TOpasao pexe,
dopma ocTporo Jeiiko3za IUATHOCTHPYETCSI ITPUMEPHO
y 10 % nanuenToB [1]. Oxoso 40 % GOIBHBIX CTATKUBAIOT-
Cs1 C KPOBOTOYMBOCTBIO ITPU OCTPOM JICKO3€, OHAKO OHA,
Kak IPaBUJIO, HE OTHOCUTCS K KM3HEYTPOXKAIOIIUM COCTO-
aHusMm [2, 3]. HocoBble KpoBOTe€UeHUSsI, AECHEBbIE KPO-
BOTEUCHUST M meTexuu, xapaktepHble st OJIJI, cBsizaHbl
C aHEeMUel U CHIDKEHUEM KOJIMYECTBA TPOMOOILIMTOB KakK
CJIeACTBUEM HapyIIeHUsT pabOThI CUCTEMbI KPOBETBOPEHMSI
U Tepanuu npu jeiiko3se [3]. Tsekenble remopparuu (kesy-
JIOYHO-KUIIIEUYHbIE KPOBOTEUCHUSI, TeMaTypusi, BHyTpUYIE-
peIHbIe KPOBOM3JIMSIHYSI) Yallle pa3BUBAIOTCS BCIICICTBHE
nporpeccupoBanust OJIJI wiu mo3mHero oOHapy:KeHUs
oosie3Hu [2]. OgHako paHHssE cMepTh y nauueHToB ¢ OJIJT
cocrtaBisieT Bcero 1 % OT BceX AMarHOCTUPOBAHHBIX, MPU
5TOM OCHOBHOM TPUYMHOM SIBJSIIOTCSI MHMEKIIMOHHbIE
OCJIO)KHEHMSI, KOTOpbIe MOIYT IPUBECTH K CHHIPOMY
JIMCCEMUHUPOBAHHOTO BHYTPUCOCYIHCTOIO CBEPTHIBAHUSI
(JIBC), BHyTpuuepenHble KpOBOU3IUSIHUSI BCIEACTBUE
YTHETEHMSI TeMOIT033a SIBJISIIOTCS 2-i MPUYMHON paHHEeH
cmeptu y nauueHToB ¢ OJIJT go tepanuu [2]. OJIJI 3aHu-
MaeT 1-e MeCTo U B OTHOIIEHUY YaCTOTHI Pa3BUTHS TPOM-
0030B y MalMEeHTOB JETCKOIO U MOAPOCTKOBOIO BO3pacTa.
[Tpu 3TOM 3a60/IeBaHMM OHA KOJIEOIEeTCSI, TI0 TaHHBIM pa3-
HBIX KccaenoBaresnei, ot 1 1o 36 % [4].

Hcnonbp3oBaHue LIEHTPaIbHBIX BEHO3HBIX KaTETEPOB
(IBK) sBisteTcss mpuyuHOM 2/3 BceX TPOMOO30B TIpU
OJII y pereit. HecMoTpst Ha TO, 4TO OOJBLIMHCTBO U3
HUX IPOTEKAeT OECCUMIITOMHO, OHM OIACHBI pa3BUTUEM
ITOBTOPHBIX TPOMOOTUYECKHUX SITM30/I0B, KOTOPbIE CIIyda-
orcs y 4—19 % naumenToB [2, 4]. Kpome Toro, TpoM603
B CHCTEME LICHTPaJIbHbIX BEH OITACeH M3-3a BO3MOXKHO-
CTU TPOMOO03MOOIMY JIESTOYHOM apTepuu, OH BO3HMKAET
y 8—15 % 60abHBIX [4, 5]. 1o HEKOTOPBIM TAHHBIM, ITOCT-
TPOMOOTUYECKUIT CMHAPOM pa3BuBaeTcs y 5—25 % nanu-
eHTOB [2, 4], a, TTo TaHHBIM MeTaaHaau3a, — y 50 % 6oJb-
HBIX C TPOMOO030M LIEHTpaJIbHBIX BeH [5]. B 2—4 % cityyaeB
TpoM003, accounupoBaHHblii ¢ LIBK, siBisiercst Henmocpea-
CTBEHHO NMpuunHoit cMeptu nauueHTos ¢ OJIJI [4, 5].

Bropoii 1o yactoTe NpUYMHOI Pa3BUTHUS TPOMOO30B
npu OJIJI y neTeii siBisieTcs: COBMECTHOE MCITIOJIb30BaHUE
L-acnaparunassl [1] U ITIOKOKOPTUKOCTEPOUIHBIX TOP-
MOHOB (B OCHOBHOM B Tepanuy WHAyKIun) [2, 6]. ITpu-
MmeHeHue L-acnaparunasnel B Tepanuu OJIJI ocHoBaHO
Ha CHIDKEHMM COJep>KaHWsSI aMMHOKUCIIOTHI acraparuHa
M CYILIECTBEHHOM pemyKIMM CHHTe3a 0elKoB. B 3mopo-
BBIX KJIETKaX BOCCTAHOBJICHUE CONEPXKAHUS IMPOUCXOIUT
Gyarogapst (hepMeHTY acliaparMHCUHTETa3e, 9KCIIPEeCCHs
KOTOPOTO B JICKO3HBIX KJIETKAX CYIIIECTBEHHO CHIKEHA.
AcnaparuHCMHTeTa3a MOXET CKOMIIEHCUPOBATh HEJI0CTa -
TOK acraparvHa B OOJIBIIMHCTBE 300POBBIX KJIETOK IPU
Tepanuu acraparutaszoii. Ho 3To He oTHOCHUTCS K reve-
HM, B KOTOPOW MIET CUHTE3 MHOIMX OCJIKOB, B IIEPBYIO
ouepenb miuasMeHHbIX [ 1, 7]. [IpumeHeHuUe acrmaparuHasbl
NPUBOAUT K 3HAUYUTEJbHOMY CHUXXEHUIO CHHTe3a 0O0Jib-
LIMHCTBA O0€JIKOB CUCTEMBI CBEPTBHIBAHUSI, KOTOPHIE OTBE-
YaloT 3a MPO- M aHTUKOATyJSTHTHBIE CBOMCTBAa KpoBHU [6].
Cuuraercsi, YTO yMEHbIIIeHUEe KOHILIEHTpaluu (puopuHO-
reHa u (pakropa Bumiedpanna [1] B ruiazme KpoBu upeBa-
TO pa3BUTUEM reMOPParndeCcKuX OCIOKHEHUN, PeAYKIIUS
cuHTe3a anTuTpom6uHa 11 (ATIII) [6, 8, 9] — TpoMbGO-
3amu. OpHako, KakK MOKa3ajlyd MCCIeIOBaHUs, U3MEHeE-
HUS B KOHIIEHTpaLMsIX OEJIKOB CHUCTEMbl CBEPTbIBAHUS
HE OTBEYalOT Ha BOIIPOC O PMCKax M HaIpaBJIeHHOCTHU
reMaToJIOTMYeCKUX OCIOXHEHUI MPU OCTPBIX JIEUMKO3aX.
Benb, HecMOTpsI Ha TO, YTO YMEHbIIIEHUE KOHIICHTPALIUU
(bubpuHOTEHAa M MPOKOATYJISIHTHBIX (PAaKTOPOB B ILIa3Me
KPOBU MOXKET OBITh UpEeBAaTO pa3BUTUEM TreMopparuye-
CKUX OCJIOXHEHUIi, B TO BpeMsl KaK PEIyKIMs CUHTe3a
ATIII u mporenHa C — TpoMO03aMU, B KITMHUYECKON Kap-
TuHe nauueHToB ¢ OJIJI MbI yale HaGIOAaEM TPOMOO3bI
IMOBEPXHOCTHBIX U IJTYOOKUX BeH, TPOMOO3 CaruTTaJbHO-



Poccuiickuii xypuan JETCKOM TEMATOJIOTYW u OHKOJIOTUU

ro CMHYyca, apTeprabHbIil TPOMOO3 U TPOMOO3bl BEHO3-
HbIX KaTteTepoB, JIBC-cuHapom [8]. MHorouyucieHHbIe
HCCIIeI0OBAaHMSI TTOKA3BIBAIOT, UTO TepaIIvs acliaparnHa3oi
MPUBOAMUT K 3HAUUTETbHOMY CHIDKEHUIO CUHTE3a 0OJIb-
IIMHCTBA TIPOKOATYISTHTHBIX (DaKTOPOB CBEPTHIBAHUS
KpoBu (ubpunoreHa, gpakropos II, V, VII, IX, X, dak-
Topa ¢oH Bunnebpanna), a Takxke niaazmuHoreHa, ATIII,
nporenHoB C u S [6, 8], a ucrionp3osanue B reparu OJ1J1
[JIIOKOKOPTUKOCTEPOUIOB, HAIIPOTUB, MPUBOAMUT K YBE-
JMYeHuIo cuHTe3a dakTopa cBepThiBaHug VII, ¢akropa
¢oH Bunnedbpanga, nporpomouna (pakropa II), ATIII,
a TakxXXe WHIMOMTOpa aKTuBaTopa IJla3MuHOTeHa [1].
Ho nabopaTopHo nmoATBep:KIeHHbIC U3MEHEHMS B KOHIICH-
TpauusiX 3TUX OEJIKOB HE TAal0T OTBETA Ha BOMPOC O PUCKax
TpoMboTHYecKux ocstoxkHeHuit ipu OJIJI. B utore nokasa-
HO, YTO HauboJiee YaCThIM reMaTOJIOrMUYEeCKM MOOOUYHBIM
addextoMm Teparuu OJIT sBISI0TCS UMEHHO TPOMOOTHYE-
CKHe OCJIOXKHEHUSI, U CJIOXKHO OIPeNeIUTh, KaKre UMEHHO
KOHIIEHTpAIlM1 OEJTKOB CUCTEMbI CBEPTHIBAHUSI TTPUBOJIST
K BBICOKOMY PHCKY TPOMO0OOOpa3oBaHus [6].

Yrto KacaeTcsl TeCTOB Ha OLIEHKY COCTOSIHMSI CUCTE-
MBI CBepThIBaHUS, TO B wucciaemoBanuu E. Truelove,
A.K. Fielding u B.J. Hunt [1] moka3aHo, 4TO B rpyrnie
nauueHToB ¢ OJIJI TecThl Ha BpeMs CBepThIBaHUS (AKTHU-
BUPOBAaHHOE YAaCTUYHOE TPOMOOIUIACTUHOBOE BpeMs
(AYTB), nporpombuHoBoe BpeMs (I1B), TpomOGuHOBOE
Bpems: (TB)) m KonueHTpamus (puOpMHOTEeHa oOKa3a-
JINCh HEUYYBCTBUTEJbHBI K MU3BECTHBIM TPOMOOTUYECKUM
OCJIOKHEHMSIM Y 3TUX OOJIbHBIX, HAXOOSICh BCErIa 00IacTh
TUITOKOATyJISIIMU B CBSI3U C NpueMoM L-acmaparvHasbl.
ITpu ucronb30BaHUM PE3YTBTATOB U3MEPEHMS KOHIIEHTpA-
muu ATIIT pas oLleHKM TTPOTPOMOOTUUYECKUX TeHACHIINIA
ObLTO MOKa3aHO, YTO MOHMXKeHHas1 KoHueHTpauust ATIII
He Bcerga sIBISICTCST YeTKUM TIpeacKasaTelleM TPOMOOTH-
YECKUX OCJOXHEHMIA, 4acTo KIMHUYeCcKUit apdekr oT
cHuxeHus kKoHueHTtpauuu ATIIT oT10XeHHBI U CIIOXHO
MPOBECTU 3aBUCUMOCTb MKy ypoBHeM cHukeHuss ATIIT
U HAIMYMEM KJIMHUKU TpoM0o3a. Takke TecTbl CBEpThIBa-
Hus (AUYTB, I1B) u koHleHTpaums (hrnOpUHOTeHA OKa3a-
JINCh HEYYBCTBUTEJIbHBI K TUIIEPKOATYJISIIMOHHBIM U3Me-
HeHusM y geteii ¢ OJIJI Ha Teparmu ¢ L-acmaparmHasoit,
MOKa3bIBasl JUIIb YIJIMHEHUE BPEeMEH CBEPThIBAHUS 13-3a
MOAABJIEHUsI CUHTE3a BceX (haKTOPOB CBEPThIBAHUSI KPOBU
B uccaenoBannu [.M. Appel et al. [10]. Ha 29-i1 nens Tepa-
MUY IeKCaMETa30HOM IOBBIIIEHNE KOHILIEHTpaluil dax-
topoB cBepThiBaHusA (VII, IX, V) 1 cHIDKeHIEe ecTecTBeH-
Hbix aHTukoaryasHToB (ATIII, nporenna C, npotenHa S)
YKa3bIBAJIO Ha MPOTPOMOOTUYECKUE TEHACHILIMU, OTHAKO
MpU 3TOM (PUOPUHOTEH OCTaBaJICS B HOPME 1 KOPPESIIINiA
C KIIMHUYECKUM TpoM0O030M He ObL10 [10].

B utore mokaszaHo, 4TO CTaHOAPTHBIE TECTHI OLIEHKU
cucteMbl cBepThiBaHMsI KpoBu (AYTB, I1B u TB) uyBcTBU-
TEJIbHBI K CHIDKEHUIO KOHIICHTPALIMHU ITPOKOATYISTHTHBIX
¢akTOpOB CBEpPTHIBaHUS, OOYCIOBJICHHBIX BBEICHUEM
L-acnaparvHasbl 1 CHUXXEHUEM OEJTKOBO-CUHTETUYECKOM
(GYHKIIUM TIeYeHU, OMHAKO He KOPPEIUpPYyIT ¢ reMoppa-
ruyeckuMu ocioxHeHusiMu ripu OJIJI, koTopbie 6osbIle
CBSI3aHBI CO CHIDKCHHMEM KOJIMYECTBa TpOMOOIIMTOB. [1pn

5TOM 3TU TECTbl COCTOSIHUSI CBEPTHIBAIOILIEH CHUCTEMBbI
HEYYBCTBUTEJbHBI K TMIEPKOATYISLUU U HE MOMOTaloT
B OILICHKE PMCKa [JIABHOTO FeMaTOJIOTMIECKOTO OCIOXKHEe-
nHust ipu OJIJT — tpomGo3sa [1, 6].

Uccnenosanne L.G. Mitchell et al. [9] mokasaio, 4yro
HanOOJbIINI 3(PPEKT CHUKEHUST OETKOBOIO CUMHTE3a BO
BpeMsl nipuMeHeHus L-acmaparuHasel B Tepanuu OJIJI
MOXHO HabmogaTh no KoHueHtpauuu ATIII, yro gBns-
€TCsI MPU3HAKOM TPOMOOTHYECKMX pUCKOB. OIHAKO 13-32
CHIXKEHHMSI TOro Iokaszaresisg y Bcex mauueHtoB ¢ OJIJI
Ha Tepanmuy ¢ NpuMeHeHueM L-acriaparmHasbl, CIOX-
HO OIIpenelnTh, Kakasgd MMeHHO KoHueHTpamusi ATIII
NPUBOAUT K BBICOKOMY PHUCKY TpPOMOOOOpa3oBaHUS.
Tloka3zaHo, 4TO CHUXEHHe KOHUEHTpaluii GpudpruHore-
Ha, ATIII, nmporenna C u ruia3aMmuHOreHa Mpu IIpUMeEHe-
Huu L-acmaparuHasbl (npenapatbl E. coli- and Erwinia
L-asparaginase) sBisteTcsa (akTopoM, KOTOPBHIN BedeT
K TPOMOOTHMYECKUMM M TeMOpparuyeckuM OCJIOXHEHU-
am y nereii ¢ OJUJI. OgHako He ompenesieHO, HACKOJIbKO
CUJIBHO 3TU KOHLIEHTPALUW HOJIKHBI CHM3WTBCS IS
OTHO3HAYHOTO YBEJIMYEHUS pPUCKA TPOMOOTUUECKUX
ocJioxxHeHu [11].

MornekyasipHble ~ MapKepbl,  yKa3blBaloIIMe  Ha
TOBBHIIIICHHOE ~ CBEpPThIBAaHME, TaKWe Kak D-mmmep
u PAI-1 (MHrMOUTOp aKTUBAaTOpa IJIA3MUHOTEeHA), U3Me-
HsawoTcs y naureHToB ¢ OJIJI, HO cTaTUCTUYECKU HE3Ha-
qyuMo [4]. Y HEKOTOPBIX OOJBHBIX BCe-TaKu HaOJI01aI0Ch
cHkeHue t-PA (TKaHEBbI aKTMBATOpP IJIa3MUHOTEHA)
[6] 1 moBeienne D-gumepa u PAI-1, onHako Koppensi-
LIMU C TPOMOOTUYECKUMMU OCJIOKHEHUSIMU He OOHapyKe-
Ho [1]. Ellle HECKOJbKO HMCCIeIOBaHUM, MOCBIIIEHHBIX
TpoMboTnuyeckum puckam npu OJIJI, ykaspiBaloT Ha
W3MEHEeHUsT B MapKepax — (pparMeHTax MpOTpOMOWHA
F1+2 u TAT-koMmiekca, M0 KOTOPBIM MOXHO CYIWUTh
0 TTOBBIIIIEHHOM reHepalu TpoMouHa. Ho 1 oTu TecThl He
IAl0T OTBETa HAa BOIIPOC O PHCKE TPOMOO3a Y MAIlMEeHTOB
¢ OJIJI. Bro cornacyercs CO MHOTMMM UCCJIEAOBAHUSIMU,
KOTOpPBIE TIOKA3bIBAIOT, YTO TOJIBKO UHTETPATbHbBIE TECTHI
CUCTEeMBI TeMocTa3a (TpombosjacTtorpadusi, TpoMOOIN-
HaMuKa U TeCT reHepalud TpoMOMHA) aleKBaTHO OTpa-
JKaIOT TUTIEPKOoAryJISIIMOHHbIe cocTosTHUA [12, 13]. Panee
MoKa3aHo, YTO TECT reHepaluyd TPOMOMHA (SHIOTEHHbBIN
TPOMOWHOBEIN TTOTCHIINAJT) B CTAHIAPTHOM MOCTaHOBKE
He YyBCTBUTEJIEH K runepkoaryiasiiuuu y 6oabHbix OJIJT
[14], omHako MomubuULMpoBaHHAs ITOCTAHOBKA TeCTa
reHepauuy TpoMOMHA ¢ J00aBIeHUEM TPOMOOMOAYIMHA
MoKasaja CTaTUCTUYCCKUM 3HAUYMMYIO Pa3HUIY MEXIY
narueraTamu ¢ OJIJI 1 HopMaJIbHBIM KOHTPOJIEM, UTO, TI0
MHEHUIO aBTOPOB, YKa3blBaeT Ha pa30alaHCUPOBKY ITyTU
nporenHa S/mporenHa C [14]. McciienoBanue IIpoKoary-
JITHTHOM aKTUBHOCTU MUKPOBE3UKY y TTartmeHToB ¢ OJIJI
C MOMOIIIbIO TeCTa TeHepally TPOMOMHA TTOKa3a0 HaJu-
yye U3MEHEHUI y 6 GOJIbHbBIX (Y 4 M3 KOTOPBIX CIIyYUJICS
TpoMm003) u3 53 [15]. UccnegoBaHue cucTeMbl reMocTasa
y 73 nereit ¢ OJUJI, nmpoxoasimiux jJe4yeHue mo MpoTOKO-
ay ALL-MB-2015 na 6aze ®I'BY «<HMMUIL[ AT'OU um.
Hmutpust PoraueBa» Munsnpasa Poccuu, mokasasno, 4to
KOMOMHAILIMS 13 3 mapaMeTpoB (CKOPOCTh pOCTa CTyCTKa
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B TpoMmOoanHamuke, KoHueHTpauus ATIII u koHueH-
Tpauust D-IuMepoB) MOXKET CIYKUTh JUIST OLIEHKN PUCKa
TPOMOOTHIECKIX OCJIOXHEHMI. Bcero ¢ momMoIsio yiib-
TPa3BYKOBOI'O aHIMOCKAHUPOBAHUS TPOMOO3bl ObLIU
3apeructpupoBanbl Y 40 (55 %) 60abHBIX (HEOTyOJIUKO-
BaHHBIE JaHHbIC). BONBIIMHCTBO TPOMOO30B OOHApYyXKe-
HO B IpYINax IMalMeHTOB C BBICOKOW CKOPOCTBIO pOCTa
CTYyCTKa M OTCYTCTBMEM W3MEHEHHII B KOHLIECHTPAIIUMN
D-numepa Bo Bpemsl Tepanuu, HE3aBUCUMO OT KOH-
uentpauuu ATIII yacTtora TpoMOO3a y 3TUX MALIMEHTOB
cocTaBuia okosio 45 %. I1pu a3TOM, HECMOTpSI Ha TUIIEP-
KOATYJISIIAIO TI0O CKOPOCTH POCTa CTYCTKA, MPU HAJTUIUU
MOBBIIICHUI KOHLIEHTpAIlMM MapKepa JM3uca CrycTKa,
D-mumepa, yactota TpoMmbOo3a cocrapisuia okojio 10 %.
MoOXXHO mpenrojararh, YT0 coxpaHeHWe (YHKIIMOHAb-
HOI aKTUBHOCTM CHUCTEMBbI JIU3UCA Y HEKOTOPBIX MallMeH-
ToB ¢ OJIJI M03BOJISIET MM CIIPABUTHCS C XapaKTePHOM ISt
3TOro 3aboJjieBaHUsI TUIIEPKOATyJIsiLUel 6€3 TpoMOOoTHYE-
CKMX OCJIOXHEHUM.

Ha nanHowm sTarte y geteii ¢ OJIJI B pyTMHHOI TTpakTH-
Ke He pEeKOMEHyeTcsl TPpohUIaKTUKa TPOMOOTHUECKUX
OCJIOXKHCHMI ¢ TTOMOIIBIO aHTHKOATYISTHTHOU Teparuu,
TaK KaK OHa MOXKET MOBBICUTb TOKCUYHOCTH JICUCHUS.
Xumuorpenaparsl, TpUMEHSIEMbIe B TepalldM OCTPHIX
JICKO30B, MMEIOT pSIA  CHelUu(bUIECKUX IOOOYHBIX
3¢ deKTOB, KOTOPHIE CBSI3aHbI C KapaNUO-, HEPO- U rema-
TOTOKCUYHOCTBIO. DTU OCJIOXHEHHUS MOTYT YCUJIUTh-
csl MPU B3aUMOIEUCTBUMM IIpernapaToB XWMHUOTEparuu
(XT) ¢ npyrumu nexkapctBamu. Ha naHHBIE MOMEHT He
CYIIECTBYET OOJBIIMX MYJIBTUIIEHTPOBBIX MCCIIEI0BA-
HUI, TTOCBSIICHHBIX MEPBUYHON TPOMOOIIPODMIaAKTHKE
y neteii [16]. OnHako Ha HEOOJIBIIKX IPYIIIaX T0Ka3aHo,
YTO YacTOTa PeTPOMOO30B HE 3aBUCUT OT HaJIWYUS Tep-
BUYHOI TPOMOOTPOMIWIAKTUKI y AeTeil M COCTaBIISICT
okojio 15 % [17]. Ilpodunakruyeckue 03kl aHTUKOA-
TYJITHTOB TIPUMEHSIIOTCSI JINIITh Y TPYIITEI TTAIlUEHTOB CO
CIYYUBIITUMCS TPOMOOTUYECKHM OCJIOXKHEHUEM B aHaM-
He3e, T. €. MOBBIIICHHBIM PUCKOM Pa3BUTHSI TTOBTOPHBIX
TpoM06030B [16].

OcTpbiii MUe1001aCTHDII JIeHK03

OcTtpblit MuenooaacTHbil Jeiiko3 (OMJI) — retepo-
TeHHasI TpyIIIa KIOHAJIbHBIX 3a00J1¢BaHIIA TeMOITOTHYC-
CKOM TKaHU, OOBEIMHEHHBIX OOILMM MPOUCXOXICHUEM
W3 MUEJIOMIHBIX KJIETOK-TIPEAIIeCTBEHHUKOB W pa3iiv-
YAIOLIUXCS 10 MOP(OJIOrMYECKUM, LIMTOr€HETHYECKUM,
MOJIEKYISIPHBIM Y1 UMMYHOJIOTMYECKMM TIpu3Hakam [18].
OMUJI coctapnsieT 10 13 % Bcex OCTPBIX JIEKO30B y NeTeil
B Bo3pacte muaaire 10 jmet. B ornmuumne ot OJIJI yactora
OMIJI cyliecTBeHHO BO3pacTaeT BO 2-M JECSITUJIETUU
JKM3HM, COCTaBIIsAS 10 36 % Beex ciiydaeB OCTPOro Jeiiko3a
y neteii B Bo3pacte oT 15 no 19 net [19]. O61ias 3a6ouie-
BaemocTh OMJI B CIIIA y neteit B Bo3pacte ot 0 1o 19 jet
cocrapisgeT 8,8 yenoBek Ha MuutoH [19], B Poccun —
2,7 9etoBeK Ha MIJIJIMOH, OTHAKO POCCUICKAs CTATUCTH -
Ka MOXeT OBIThb CYIlIeCTBeHHO 3aHukeHa [20].

MaccuBHBIE KPOBOTCUYEHUSI COCTABIISIOT NIBE TPETH
cpenu BceX MPUYMH paHHE! CMepPTH HalMeHTOB IeTCKOro

Bo3pacta nipy OMIJI [21]. OCHOBHBIMM He3aBUCUMBIMU
(bakropamu pucka paHHe CMEepTH BCJIEACTBUE KPOBOTE-
YeHMsI/JeHKOCTa3a SIBISIIOTCS TUTICPJIECUKOIIMTO3 Oojee
200 x 10°/n u FAB-nnogrunt OMJI M4 unu M5. AGCoTIoT-
HBIE PUCKHA CMEPTHU BCJICACTBUE KPOBOTCUCHUS M JICUKO-
craza BapbupyloT oT 1,8 % B 00lIeil MOMyJIsIUUK AeTei
¢ OMJI no 14,3 % B TonyJIsIIMKM C TUTIEPJICUKOIIUTO30M
6ojee 200 x 10°/a1 [22]. Haunbosee pacnpocTpaHeHHBIM
BUIOM KpoBoTeueHuii y aeteit ¢ OMJI, mpuBogsium
K JICTAJTLHOMY MCXOY, SBJISFOTCSI BHYTpUYEpEITHBIE KPO-
BOTEUEHMSI, YaCTOTa BOSHUKHOBEHMSI KOTOPBIX COCTABIIS -
et 5 % [23].

Y maumenToB ¢ OMJI Moryr BO3HUKATh CJIOXKHBIE
cuUCTeMHbIe KoaryjonaTuu, Ttakue Kak JIBC-cunmpowm,
Ype3MepHBII (GHMOPUHOIM3 MU HECITeTU(PpUISCKUI Ipo-
teosus [24]. Ipu HemaBHO auarHoctupoBaHHom OMJI
OOJIBIIIOE  KOJMMYECTBO MMEIO0IACTOB IIUPKYIUPYIOT
B IPSIMOM KOHTaKTe C IUIa3MOli KpoBu. PaHHue uccie-
JIOBaHUSI TTOKA3aJy BIWSHUE TIOBBIIIEHHON 3KCIIPECCUN
Ha MeMOpaHax 0ylacTOB M OJIACTHBIX MMKPOBE3UKYJIax
TkaHeBoro ¢akrtopa (Td), ocHOBHOro Oejika BHEIIHE-
ro IIyTM aKTUBAIlUM KacKala CBEpPTHIBAHMS, B ITATOTCHE3C
JABC-cungpoma [25], accounupoBanHoro ¢ OMJI. boiee
MO3/IHUE MCCIIEI0BaHMS, OHAKO, TIOCTABMIM TIOJ BOIIPOC
poib TP, 3KcIpeccHpyeMOro Ha IOBEPXHOCTH OJ1aCTOB
¥ MUKPOBE3HKYJI, B (DOPMUPOBAHWUH TUTIEPKOATYIISIIIAN TTPU
OMUJI 1 pemyIoXWIN albTepHATUBHBIC MEXaHU3MEI, TaKKe
Kak BO3HUMKHOBEHME Yy TallMeHTa MPUOOPETeHHOU pe3u-
CTEHTHOCTH K aKTUBHpoBaHHOMY nipotenHy C [26]. Ha naH-
HBIIl MOMEHT CYILECTBYIOT MOATBEPKACHUS COYETAHHOTO
MexaHusma ¢opmupoBaHuss OMJI-accouurpoBaHHOMI
KOAryJIOlaTuu, KOTOPBIA TOAPa3yMeBAaeT BOBJICYEHUE
KaK BHEIIHETO, TaK M KOHTAKTHOIO MyTeil aKTUBALWMU.
Hanpumep, yepe3 BEICBOOOXKIEHME TTOBBIIIEHHBIX KOJIN-
yectB BHekserouHoit JJHK u PHK B kxpoBoTok, uTtO
npuBoauT K aktuBauuu (aktopa XII [27]. KpoBore-
yeHue y aeteir ¢ OMJI MoxeT BO3HMKAThb BTOPUYHO IO
OTHOLIEHUIO K TUIEPAEHKOLUTO3Y (00JIbII0E KOJIUYECTBO
LUPKYJIUPYIOUINX 0JIaCTOB, HECYIIMX HAa MeMOpaHe T,
MPOBOLIMPYET BHYTPUCOCYAMCTOE CBEPThIBAHUE U OO0Y-
CIIOBJIMBAET KPOBOTEUCHUE KAK CJICICTBUE KOATyIOIIaTUHN
noTpedJIeHNsT) OO0 SIBISITLCS CACACTBUEM IMOBPEXKACHUS
COCYIMCTOI CTEHKW B pe3yJibTaTe MUTpallMu JielKe-
MHYECKUX KJIETOK B IIEPUBACKYJISIPHBIC IPOCTPAHCTBA.
IToMuMo MexaHUYECKO OOCTPYKLIMU MMKPOCOCYIOB
MUEI00IACThl aKTUBUPYIOT KIICTKW SHAOTEIUS IIyTeM
WHAYUMPOBAHUS DKCIPECCUM aATre3MOHHBIX PELEeNTO-
POB 2HIOTEIIMATBHBIX KJIETOK, TaKWX Kak E-cenekTuH,
P-cenexktun, ICAM-1 nu VCAM-1, 4TO IIpUBOAUT K UX
aJIre3Uy Ha SHAOTENINI. Mueo0JacThl TaKXKe CITOCOOHBI
anre3MpoBaThCsl HAa HEAKTUBMPOBAHHBIM COCYIMCTBIN
SHIOTEIUI MyTeM CeKpelrM (hakTopa HEKpo3a OITyXOJu
a (TNF-a), unrepneiikuna-13 (IL-1B) wim momomHu-
TeJIbHBIX CTUMYNUpylIMnX ¢akropoB [28]. JlomoaHu-
TEeJTEHBIMI W3MEHEHMSIMU TIOCJIC aKTUBAIlUKM SHIOTEN-
aJbHBIX KJIETOK, BBI3BAHHBIX ITUTOKMHAMM, MOTYT OBIThH
noTeps LIeJJOCTHOCTU COCYAOB U Mpeodpa3oBaHue (peHo-
TUTIA SHAOTEIUS U3 aHTUTPOMOOTHMYECKOTO B IIPOTPOM-
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OOTHUUECKUIi. DHIOTeIUaNbHasl Ie3UHTErpauus aenaeT
BO3MOXKHOM MUTPAIMI0O MUEI00IaCTOB 3a Tpeaeibl Kpo-
BEHOCHOM CHUCTEMbI M MPUBOIUT K MUKPOI€MOPPATHUsIM.
BzanMopeliicTBue TKaHel ¢ MUeIo0acTaMU OTIOCPEayeT-
cs1 MetaytonporenHazamMu (MMP, B vactHoctu MMP-9),
KOTOpBIE KCITPECCUPYIOTCS Ha KJIETOYHOI TTOBEPXHOCTU
U CEeKPETUPYIOTCS BO BHEKJIeTOuHYIo Marpuity [29]. Co
CTOPOHBI KJIETOYHOIO I'eéMOCTa3a OJHUM M3 OCHOBHBIX
¢axTopoB pucka KpoBoteueHuit mpu OMIJI clTy>KUT rumo-
npoiudepaTuBHass TPOMOOLMTONCHMS,  SIBJISIIOIIASICS
CJICICTBMEM CaMOTIo 3a00JIeBaHMS WM TTPOTUBOOITYXOJIe-
BO Tepanuu U MPUCYTCTBYIONIAs Y BceX manueHToB [30].
[TomMmyuMO TpPOMOOLIMTONIEHUM TPOMOOLIMTAPHOE 3BEHO
reMocrasa y nauueHToB ¢ OMJI Takke xapakTepusyeTcs
YMEHbIIIEHUEeM (YHKIIMOHAJIbHOM aKTUBHOCTH TPOM-
OOLIMTOB (YTO BBIpAXKAETCSI B CHUKEHHON B3KCIIPEeCCUU
IJIMKOTIPOTEMHOB Ha MX IOBEPXHOCTH IPU aKTUBAIIUMU
pa3IMYHBIMUA arOHUCTaMU) M CHIDKEHHEM HX pa3Mmepa
[31], yTo TakKe MOKET BHOCUTDL CBOI BKJaj B pa3BUTHUE
KpoBoTeueHuit y nammeHTon ¢ OMJIL.

Puick BOBHMKHOBEHUSI TPOMOOTUUYECKUX OCIOKHEHU I
y neteii ¢ OMJI Bappupyer B nipeneinax 3,4—11 %. OnHaxko,
MpUHKMas BO BHUMaHUE B LIEJIOM HU3KYI0 yactoty OMJI
y JIeTeil 110 CpaBHEHMIO CO B3POCIBIMU, a TaKXKEe TO, UYTO
TaKKMe OCJIOKHEHUSI HOCSIT HeJIeTaJbHBIN XapaKTep U He
BJIMSIIOT Ha BBDKMBAEMOCTb, MCCIEIOBaHNSI, KacaloIInuecs
TpoM0030B y Aeteii ¢ OMJI, orpaHuuYeHbl OMUCAHUSIMU
OTIEJbHBIX CIyYaeB U aHAIN30M MaJeHbKMX BHIOOPOK.

IMaTorene3 tpom6o3a npu OMJI cxoxX ¢ TaToreHe30M
OMJI-accoumupoBanHoro JIBC-cunapoma. biactel skc-
MPECCUPYIOT Ha CBOEH MOBEPXHOCTY pa3INUHbIC IIPOTPOM-
OoTMyeckre BelecTBa, Takue Kak T [32], pakoBblit
MPOKOATYJISIHT (LIMCTEMHOBAsI MpoTeas3a, HAIpsSIMyIO aKTH-
Bupytomas ¢dakrop X HezaBucumo oT daktopa VII) [33],
u UUTOKUHEI [34]. Jleiikemuuyeckue 61acThl 1 MUKpPOBE-
3UKYJIbl TaKXe aKTUBHUPYIOT TPOMOOILIUTHI 4Yepe3 ILIMTO-
KMHBI U BBICBOOOXKAeHUE (pakTopa pocta [35]. [Tomumo
9TOr0 MaccoBas KJIETOYHas CMEPTh BCJICACTBUE IIMTO-
CTaTUYECKOM MPOTUBOOIIYXOJIEBOM TEpAINMM IIPUBOIUT
K BBICBOOOKICHUIO OOJIBIIIMX KOJTUYECTB BHEKJICTOUYHOM
JHK B kpoBorok. Hupkynupylomasa BHEKJIETOYHAs
JAHK MoxeT BIusITh Ha TeMOCTa3, UHAYLIMPYS arperaiuio
TPOMOOLIUTOB, CTUMYJIMPYs aKTUBALIMIO KOAryJIsiuu,
MHruOupoBaHue (pUOpUHOIN3A U M3MEHEHUE CTaOWIb-
HoctH cryctka [36]. Takum obpazom, Tpom603 rpu OMJT
MOXET BO3HMKATh 1axKe Ha (poHe TpomMOouuTonieHuu [37],
YTO JeJIaeT €ro JIeUeHUe TO0CTaTOUHO CJIOXHON 1 HEOTHO-
3HAYHOW 3aa4yeil.

bazoBbiMu mpenapataMu MHAYKIUOHHBIX PEKUMOB
Bcex 0e3 UCKITI0UeHUs MPOTOKOJ0B JieueHust OMJI sBis-
J0TCSl IMTO3MH-apaOUHO3MUI U aHTpalMKiIuHbL [38]. Kak
U mpakTudecku Jobas cxema XT, tepanus npu OMIJI
MMEET COYETAHHBIA XapakKTep BO3IECKWCTBUS HA CUCTEMY
reMocTasa, IIpeapacroJjiaras IaldeHTa OJHOBPEMEHHO
K KpOBOTEYEHMSIM (B OCHOBHOM BCJIEACTBHUE TPOMOO-
LIMTOTICHUM KaK HEeM30eXHOTro I10004YHOro addekTa
Tepanuun) U K TpoMOo3aM. B mnenom tepanus npu OMJI
CUMTaeTCs CYIIECTBEHHO MEHee TPOMOOTEHHOM, YeM

tepanust npu OJIJI, BcaeAacTBue OTCYTCTBUSI B IIPOTO-
konax L-acmaparunasel. WccnemoBaHuii, HampsiMylo
olieHMBawLMX TpomboreHHocTh X T nipu OMJI y nereii,
He TIpOBOIMIOCH. MeTaaHanM3 MCCIEeIOBaHUN y JeTeit
¢ OJIJI mokaszan MOBBILIEHHBIA PUCK pa3BUTUS TpoMOO3a
y THALMEeHTOB, IOJYYaBLIMX aHTpalukKiIuHbl (6,1 %), mo
CpaBHEHMIO C TEMU, KTO uX He nony4ai (2,7 %, p = 0,05 %);
He ObLIO HMKAKOW pa3HULbI B TUIE MCIOJIb3YeMOIO
aHtpanmkianHa [39]. OmHako pabOThI, MOCBSIICHHBIC
pexuMaM Tepanuu 0e3 aHTPAUUKIUHOB, OTHOCSITCS
K 1980—1990-M rogam, 1 TpoMOOTeHHBI 3(h(EKT aHTpa-
LIMKJIMHOB MOXET OBITh CJIEICTBUEM IIpOrpecca MeTOIOB
MHUarHOCTUKHU TPOMOO30B, a He COOCTBEHHO 3(h(hEeKTOM OT
npenapaToB. CTOUT OTMETUTh, YTO J1aOOpaTOPHBIC JTaH-
HbI€ Ha KJIETOYHBIX KYJbTypax IOATBEPXKIAIOT TOT (haKT,
YTO Tepamnusl aHTPALMKJIMHAMU BCE e MOXET BHOCHUTHb
BKJIAJI B yacToTy Tpom06030B u JIBC-cunapoma ipu OMJIL.
Bbruto mokaszaHo, YTO MpU MHKYOAIIMU KJIETOUYHBIX KYJIb-
Typ Kietok sHporeaust (EAhy926), a Takke OIyX0JIeBbIX
ki1erouHbix OMJI-nmunuii (HL60 (OMJI M2), NB4 (OMJI
M3) u U9379 (OMJI M5)) ¢ umapyOMIIMHOM B TeUYEHUE
CYTOK IIPOMCXOIUT YKOPOYEHME BpEMEHU CBEpThIBa-
HUSI MYJIMPOBAHHOM I71a3Mbl 3I0POBBIX JA0OPOBOJBIIEBR
(B KauyecTBe aKTUBAaTOpa MCIIOJIb3YEeTCS CYCIIEH3MS KJie-
TOYHOI KynbTyphbl). TakKe MHKyOAUMsI ¢ MAApyOUIITHOM
MPUBOAMIIA K MOBBIIIEHUIO 3Kcnpeccuu TA, TpoMOboMo-
nyiavHa U dochaTuauIcepuHa Ha MOBEPXHOCTU KJIETOK
UccaeayeMbIX KieTouHbIX JuHuii [40]. LlutosuH-apadu-
HO3MJI HE OKa3bIBaJl BIUSHUS Ha MCCIeIyeMble KIeTOU-
Hele nuHun [40]. JlomoaHuUTeNbHAs Tepanusl KOPTUKO-
CTEPOMIAMU TAKXKE MOXKET OKa3bIBaTh IMPOKOATYJISTHTHOE
BIMSIHME Ha CHUCTEMY IeMocTa3a, OJHAKO 3TU JaHHBIE
TMOATBEPXKIAIOTCSI TOJBKO OTAEAbHBIMU KCCIIEI0BaHU-
SIMM M HE TIONTBEPXKICHBI C IIOMOIIBIO MeTaaHaju3a.
MexaHM3M IPOKOATyJSTHTHOTO BO3AEHCTBUSI KOPTUKO-
CTEPOMIHON Teparmuy IPEANOJOKUTEIbHO 3aKII0YAeTCs
B IOBBIIICHUM KOHIICHTpalUii (haKTOpOB cBepThiBaHUS 11
un VIII u uHaykuuy runouopuHOIUTUIECKOTO COCTOS -
HU ¢ moBbIieHUueM PAI-1 1 cHMDXKeHMeM KOHLIEHTpaLii
o2-MakporiaooyiauHa u t-PA [41].

Bce mamuenTtsl ¢ OMJI monyyaloT peryispHble TpaHC-
(by3un KOMIIOHEHTOB KPOBM Ha MPOTSKEHUM IIEPBBIX
4—6 Hen WMHAYKIIMOHHOW Tepamuy BCJICACTBUE WHIY-
LIMPOBAaHHOI aruia3uu KpoBeTBOpeHMs. B 1ensx mpo-
(pUITaKTUKU OCIOXHEHUH, CBSI3aHHBIX C JIEMKOCTA30M
¥ KPOBOTCUCHUSIMHU, MAllMEHTAM M3 TPYIIIBl BHICOKOTO
pucka (¢ M4- nu M5-BapuaHTaMy 1 UHULMATbHBIM JIei-
kouuTo3oM 6osee 50 x 10°/n u ¢ M1- u M2-BapuaHTamu
C MHUIMAIbHBIM JieiikouTo3oM > 100 x 10°/:1) mokazaHo
MO0 MpoBeAeHue JelikouTadepesa (3aMeHHOTO Tiepe-
JIUBaHUS y TALIMEHTOB OO0 3-JIeTHEro Bo3pacTta), JHOo
MEIMKAMEHTO3HOM LuTopeaykuuu [38].

Kputepun HaszHayeHUs aHTUKOATYJSIHTHOU IMpodu-
JIAKTUKHU TaleHTaM aeTckoro Bo3pacta ¢ OMIJI B Lienom
HE OTJINYAIOTCS OT APYTUX BUIOB OHKOJOTUYECKUX 3a00-
neBaHuii. He pexoMeHmyeTcss NIpPOBOIUTH PYTUHHYIO
TPOMOOTIPOGMIAKTUKY Yy HeTeil 6e3 TpomMOoaMOoIUye-
CKMX 3IM3010B B aHaMHe3e. BO3MOXXHOCTh Ha3HauUCHUS
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TPOMOOTIPOWIAKTUKHI TIPU YCIOBUM OTCYTCTBUSI TPOM-
003a B aHAMHe3€ MOKET OBITh PACCMOTpPEHA IIPU YCIOBUU
HaJIM4MsI KOMIUIEKCHOTO pUCKa (Hampumep, Haaudus
LIBK, oxupeHus, mpuemMa ropMOHaJIbHBIX KOHTPALIETITU -
BOB JIMOO TOPMOHAJbHOW 3aMECTUTEIbHOU Tepamnuu,
TOCIIMTAIM3AlMU 110 TIOBOAY XUPYPTUYECKOTO BMeIla-
TeJIbCTBa, MOIPOCTKOBOTO Bo3pacrta). PexkomeHmyercs
Ha3HayaTh TPOMOOINPO(PMIAKTUKY MallMeHTaM C TPOMOO-
30M B aHaMHe3€ B TIepHOJ ITOJIyYeHUsI MTHTEHCUBHOM Tepa-
MMM OCHOBHOTO 3a00JIeBaHMS IIPU YCJIIOBUU OTCYTCTBUS
MMPOTHUBONOKAa3aHUI K ee Ha3HaueHU0. OCHOBHBIM arcH-
TOM TPOMOOTIPODWIAKTUKY Y IETEH SIBJSIOTCS HU3KOMO-
nexynasapHbie renapunasl (HMID). Tlpu ycnoBum Hanmmums
TPOMOOIIUTOIIEHUM Ha3HaUYeHNE TTPOMMIAKTUYECKUX 103
HMI' (o6beMbl mpodhuIaKTAYECKOM/TepaneBTUYECKOM
JIO3UPOBKM MOTYT OBITH TOJIyYE€HBI M3 PEKOMEHIAIIWIA
ACCP [42]) mpuemyieMO TpU KOHIICHTpallMU TPOM-
oormToB Oosee 20 x 10°/1, TepameBTUYeCKUX — Ooiiee
50 x 10°/n. MexaHudeckasi npoduiakTuka (Hampumep,
KOMITPECCUOHHBIC UyJKI) MOXET OBbITh Ha3HAUYeHA Tall-
€HTaM MOIPOCTKOBOTO BO3pacTa B YCIOBHUSIX HEOOXOIM-
MOCTH UX UMMOOWIM3ALUM (HAIIpUMED, TSI XUpypruye-
CKOro BMmelaTenbcTBa). [1py HaTMYuM TOMOTHUTETBHBIX
¢akTOopoB puHcKa (HampuMep, HMMMOOMIM30BAaHHHBIM
MMOAPOCTOK C OXKUPEHUEM WX MPUHUMAIOIINI OpaIbHbIE
KOHTPALIETITUBBI) CJIEAYeT MPearnovyecTb MeANKaMeHTO3-
HyI0 TpoMOONpo(puUIaKTUKY. PeKoMeHIalmm KacaTeabHO
MPOJOIKUTEIBHOCTU TPOMOOIIPO(MMIAKTUKYA U 1IEJIEBBIX
IMANa30HOB aHTU-Xa-aKTUBHOCTU MOTYT OBITh ITOJTyYe-
HbI 13 [16].

JlaboparopHass aOMarHOCTMKAa CHUCTEMBbl TeMOCTa3a
npu OMIJI HampaBieHa, B TEpBYIO ouepelb, Ha CBOEB-
pemeHHyo auarHoctuky JIBC-cunmpoma. ITokaszarenn
nadopatopHbix TecToB Tpu OMIJl cuiabHO 3aBUCSIT OT
COCTOSTHUSI KaXKJIOTO KOHKPETHOIO MallMeHTa, OT arpec-
cuBHOCTM HasHaueHHOH XT. Eciu mbITathcsl BBIACIUTH
Kakue-To OOllIre TEeHISHIIMU 0 Havaja JISYeHUSI, MOXHO
OTMETUTh TIOBBIIIEHWE KOHIIEHTPALIUM MapKepOB aKTU-
BallMM TPOMOOITMTOB — TpoMOormuTapHoro ¢akropa IV
(B 30 pa3) u Tpombokcana B, (B 4,6 pasa) nmpu HOpMalib-
HOI KOHUEHTpalMu npocrarianarta F y GosibiHCcTBa
OOJIBHBIX, UTO CBUACTEIBCTBYET 00 aKTUBaIlMK TPOMOO-
LIMTOB 0€3 BOBJICYCHUS COCYAUCTOIO SHAOTENINS. YPOBEHD
¢ubprHOTreHa B 1IEJIOM HE OTIMYAeTCs OT HOpMbI [43],
BCTpeYaeMOCTb runocudpuHoreHeMun Huxe 1,8 /a1 npu-
MepHo paBHa 5 % npu OMJI He M3-nonTumna [44]. YpoBeHb
uHTIOUTOpOoB cBepThiBaHMs (rpoteHa C u ATIII) mpu
OMIJI cHmXeH mpuMepHO B 1,5 paza mo cpaBHEHUIO CO
3M0POBBIMU KOHTpPOJIsIMU. KOHIIEHTpalust TpPOMOUH-aH-
tutpomM6uH (TAT)-komruiekca y mauueHToB ¢ OMJI mpu-
MEpHO B 5,4 pa3a MoBbIIIeHA TT0 CPAaBHEHUIO CO 30POBHI-
MU KoHTpoJsissMu. Bpemena cBeptoiBanust (AUTB u I1B)
He MoKa3aJIu JOCTOBEPHBIX U3MEHEHUI 110 CPaBHEHUIO CO
3JI0pPOBLIMU KOHTpoIsIMU [45]. YpoBeHb (puOpUHONEITH-
na A u mnporpoMOuHOBoOro (pparmeHTa F1+2 Takske moOBbI-
meH y manueHToB ¢ OMJI [43].

CocrosgHue cucteMbl (HUOPUHOIM3A TIAIUEHTOB
¢ OMIJI xapakTepusyeTcsl MOBBIIIEHHBIM COAEpXaHUEM

D-numepoB (B 7,7 paza Mo CpaBHEHHUIO CO 3IOPOBLIMU
KOHTPOJISIMU). YpOBEeHb IJIa3MMHOTEHA HE OTJIMYAeTCS
OT HOpPMBI. YpoBeHb t-PA moBbIlIeH B 2,5 pa3a 1o cpaB-
HEHUIO CO 3J0POBBIMU KOHTPOISIMU, ypoBeHb PAI-1 He
OTJIMYAETCA OT 310POBBIX, YPOBEHb MHTMOUTOPA 0,-aHTH-
rwtasmMuHa (02AP) cocraBisieT okos10 40 % ot HopMBI [45].
W3MeHeHUs1 B J1a00OpaTOPHBIX TOKA3aTEIsIX CBUIETENb-
CTBYIOT O TTOBBIIIEHHON (PMOPUHONIUTUYECKON aKTUBHO-
CTU y TaKMX MALIMEHTOB, XOTS U HE TAKOM BBICOKOM, KaK
npu pa3sutuu JIBC.

ITapameTrpsl TpombGoanactorpadpum npu OMJI cunb-
HO 3aBUCAT OT KOHLEHTpalUUU TPOMOOLMTOB MalleHTa
M ToJiydaeMbIX TpaHcpy3uii. M3-3a TpoMOOIIUTONEHUMN
y nmareHToB ¢ OMJI Bce OHU CMeIleHbI B CTOPOHY T'UIIO-
Koaryusauuu [46].

IMocuuraHHblii Oa/l IO  IIKajde IUarHOCTUKH
JABC-cunagpoma International Society on Thrombosis
and Haemostasis (ISTH DIC) no navana XT sBastercs
MPAaKTUYECKUM MHCTPYMEHTOM OLICHKM pUCKa TpoMbo3a
y B3pocibix nauneHToB ¢ OMJI. OtHomeHue puckos (OP)
I MTHOAUBUIYaTbHBIX MapaMeTpoB IKaabl paBHO 3,03
(95 % noseputenbhblii uHTepBai (AM) 0,86—10,64) mwis
MB<19,3¢; 11,71 (2,63—52,17) s I1B > 19,3 (1o cpaB-
Henuto ¢ 1B < 16,3 ¢); 2,79 (0,84—9,28) mist D-numepa
ot 0,5 no 4,0 mMr/n (ompenensieMoro Kak yMEpeHHOE
noBeiieHue B OamibHOil cucteme ISTH DIC); 12,03
(3,39—42,64) nnsa D-pumepa > 4,0 mMr/a (onpezaeisieMo-
ro Kak 3Ha4YMTEJIbHOE YBeJIMYEHHUE B OAJJIbHOM CHCTEME
ISTH DIC) no cpaBuenuro ¢ < 0,5 Mr/n (HOpMaJIbHBIN
nuanas3oH). KoHneHTpauus ¢pudprHoreHa U KOHLIEHTpa-
U TPOMOOLIMTOB HE MMEIOT IIpeacKa3aTeIbHOM CHUJIbI
OTHOCHUTEJIbHO Tpombo3a y mamueHTtoB ¢ OMJI. Bbann
Beiie 5 mo mkane ISTH DIC saBasieTcst 1ocToBepHBIM
npeaukropoM Tpombo3a mpu OMJI He M3-moartumna
y B3pocabix nauueHToB (OP = 4,79 (1,71-13,45)). Ilpu
atoMm Oasn o mkane ISTH DIC Hukak He accounmpoBaH
¢ KpoBoTeueHUusIMu [47].

OcTpalii TPOMHUETOUUTAPHBI JIEHK03

OcTpoiit TpoMueaouuTapHbiil neiiko3 (OITJI, OMJI
FAB-nontun M3) — oco6siit Bapuant OMJI ¢ npeobna-
JaHWeM aHOMAaJIbHBIX MPOMUEIOLUTOB. BcTpeuaeMocTh
OTIUJI otHOCcuTenbHO npyrux noarunos OMIJI B getckoit
MOMYJISILIMA AOCTaTOYHO CUJIBHO BapbUPYeT U 3aBUCHUT
OT 3THUYECKON MNPUHAMIEXKHOCTM M TreorpaduyecKkoi
obmactu (mosst OIJI cpenu Becex moaturnoB OMJI y nereit
B CIIIA u EBpone cocraBnsier 5—7 %, B Kurtae gocruraer
22 %, a B crpaHax JlatuHckoil AMepuku — 28 %) [48].
AOcCooTHBIIM TToKa3aTesb 3aboneBaemoctu OIJI B met-
CKOI1 TIOMyJISILIMU COCTaBJIsIeT B cpeaHeM 1—2 ciaydas Ha
MWUIMOH IE€TCKOTO HaceJaeHus B rox [49].

XapaktepHoii ocobeHHocThio OIIJI mo cpaBHeHUIO
C IPYTMMU BUIAMU JIEUKO30B SBJISIETCS IPKO BbIPAXKEHHBIN
reMOpparuyecKuii CMUHAPOM, OTCYTCTBHE TUIIePILIaCTHYC-
CKOTO CMHApoMa U remarociuieHoMeranuu [49]. ITo cpas-
HeHUIo ¢ 3aboseBaHueM y B3pocibix OITJI y mereitr yaiie
aCCOLIMMPOBAH C TMIIEPICHKOIIUTO30M U 00Jiee BHICOKUM
KOJIMYECTBOM IIMPKYIMPYIOIIMX OJACTOB; HECMOTPsI Ha
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9TO, YPOBEHb BBIXKMBACMOCTH Y I€TEH 1 B3POCIBIX COIO-
craBuM [48]. KioHupoBaHne XMMEepHOIO TeHa U MOCeay-
fomias pa3padorka quddepeHLIMPOBOUYHOIM Teparu MoJ-
HOCTBIO TPaHCPETMHOEBOU KucjaoToil (all-trans retinoic
acid, ATRA), a 1mo3xke TPUOKCUIOM MBbIIIbsIKA (Arsenic
Trioxide, ATO), mpuBenu K co3gaHuio B Havaie 1990-
X TOIOB COBPEMEHHOM IMarHOCTUYECKOM CTpaTeTUH TeEpa-
muu OITJI [49]. Ha maHHBIII MOMeHT obiast 10-1eTHsis
BBIXKMBAEMOCTh IPU cBoeBpeMeHHOoI Tepanuu ATRA unn
ATO B couetanunu ¢ nurocrarnyeckoir XT y malmeHTOB
¢ OILT nocturaet 89—91 %, a 6eccoObITUITHASI BLLKMBAC-
MocTb — 76 % [50].

HecMoTrpss Ha ycmexu, DOCTUTHYTBIE B BOIIpOCax
nuarHoctTuku u JedeHuss OIIJI, paHHSSI CMEpPTHOCTH
10 Havajla Tepalud W BO BpeMsl MHAYKIIUM OCTaeTCs
Hepa3pelleHHO Tpo0JeMOil COBpEeMEHHOI TeMaTo-
JIOTUH-OHKOJIOTUM. AHAJIM3 JaHHBIX MHOTOILIEHTPOBBIX
KJIMHUYECKUX MCIIBITAHUI COOOIaeT O CHIKEHUU pUCKa
paHHeii cMepTH 10 5—10 % no cpaBHeHuUto ¢ 20 % paHHei
CMEPTHOCTBIO B 110Xy «10 ATRA». B nefictBuUTEeIBHOCTU
9TO CBS3aHO, CKOpPEee BCETro, C TeM, YTO ST JaHHBIC MOJTY-
YeHBI Ha KOTOpTax CITelIMaIbHO OTOOPAaHHBIX MAIIMEHTOB,
BKJIIOUEHHBIX B ITPOTOKOJbI KJIMHUYECKUX HCITBITAHUMA,
U HE YYMTHIBAIOT OOJIbHBIX, YMEPIIUX IO PErUCTPAIIMN
B UCCJEIOBAaHMM, M0 PAaHOOMU3ALIMU WIM MPU3HAHHBIX
HeKypaOeabHBIMU. AHAIU3 JAaHHBIX, MPEIOCTaBICHHBIX
OTIEJbHBIMU IIEHTPaMH, BO3MOXHO, 0oJjiee MpaBUJIbHO
OTpaXkaeT TeKYIIYIO CUTYalIMIO M TOBOPUT O TOM, UTO HOJIsI
panHeli cmeptHocTH Tipy OITJI ocTanack npexHeil, HeCMO-
Tps Ha oTKpbiTe ATRA, 1 Moxker nocturars 17—29 % naxe
B Pa3BUTHIX CTpaHaXx.

OcHOBHOI mpuuMHOI paHHeil cmeptu Tipu OITJT
SIBJITIOTCSI MACCHBHBIC JIETOYHBIE M BHYTPUMO3TOBBIE
KPOBOTeUEHMsT (OHU COCTABJISIIOT COOTBETCTBEHHO 32 %
u 65 % BceX NMPUYMH CMEPTU BCJEACTBME I'eéMOpparuii)
[51]. Temopparmyeckuii CUHAPOM pPa3IUYHON CTEIEHU
TSDKECTU XapaKTepeH IS BCeX IMAllMeHTOB M SIBJISIETCS
OCHOBHBIM AMarHOCTUYeCKUM rnpu3Hakom OTTJI.

JIByMsI OCHOBHBIMM MEXaHU3MaMM KOaryJoIaThuu mpu
OILT sBisiorcss Td-unnyuupoBanHbiii JIBC-cunapom
W MepBUYHBIN TutniepuodpuHonu3. [Ipomuenodiaactsl Ha
CBOE MOBEPXHOCTHU ColepKaT 00abI10e KomnyecTBo T,
KaK MOKa3bIBaIOT UCCAeAOBaHMS KiIeTouHol muHuu NB4
M UCCIeIoBaHUs Ha oOpa3iax mauueHToB [52]. OHKomnpo-
TEUH O-PELEITOpPa PETUHOEBOM KUCJIOThI, YHUKAJIbHBIA
mns OITJI, akruBupyer mpomotop Td [53]. Amonros
SIBJIIETCSI MOIIHBIM MHIYKTOpPOM 3Kcmpeccun T® Ha
npomuenobaacrax [53]. KoHeuHBIM pe3yslbraToM 3TOM
noBeIeHHOM akcnpeccun TD gapnsercsa JIBC-cunapom
¢ noTpedsieHreM (aKTOPOB CBEPTHIBAaHUS U (pOpUHOreHa
HapsiAy ¢ BTOPUYHBIM (DUOPUHOIM30M, KOTOPBI BEI3BaH
nogsiaeHneM ¢puodpuna [51]. [Tomumo TA Ha moBepXxHO-
cTU 0JaCTOB MPH JeHK03aX TakKe IKCIPECCUPYeTCsl Tak
Ha3bIBaeMbIil pakoBbIii TpokoaryiassHT (Ca-3aBucumas
LIMCTEMHOBAs MpOTeas3a, KOTopas HeIOCPeICTBEHHO aKTH -
BUpYeT (hakTop X), HauboJee BHICOKUI YPOBEHb KOTOPO-
ro otMeueH Ha npomuenobdiacrax npu OITJI. Mexanusm
MePBUYHOIO TUIMEePpGUOPUHONM3A JIEKUT B CBI3BIBAHUU

miasmuHoreHa u t-PA anHekcunoMm II, skcmpeccupye-
MbBIM Ha IMOBEPXHOCTH IIPOMMENO0IaCTOB, YTO KaTaau3u-
pyeT peakinio oopazoBaHus miasMuHa B 60 pas. [Tomrnmo
aHHekcuHa Il mpoMueno6macTbl TakXKe 3KCIPECCUPYIOT
TKaAHEBBbIf U YPOKWHA3HBI aKTUBATOPHI IJIa3MUHOTCHA
Ha cBOel MOBEepXHOCTH [54], B TO BpeMsl KaK KOHIIEHTpa-
KM o, -aHTUIiasMuHa u PAI-1 (ocHOBHBIX MHTHOUTOPOB
(pubpuHonMn3a) cHrkeHsl y nauueHToB ¢ OI1JI [55]. bna-
CTBI aKTUBHO BE3UKYJIUPYIOT, MUKPOBe3UKYIbI Tpu OITJI
00J1aIal0T TeMU K€ MPOKOATyJISIHTHBIMUA U (PUOPUHOJIN-
TUYECKUMU CBOMCTBaMU, YTO U TIEPBOHAYAIbHBIC KIETKH,
¥ YCWJIMBAIOT TeHepalui TPOMOMHA y TAIIMEHTOB IO
CPaBHEHMIO CO 3M0POBBIMU KOHTpOJIsIMU [51].

Tpom6o3b1l ipu OITJI BcTpeuaroTcs yaile, 4yeM IMpu
npyrux tunax OMJI. Mx yactoTa BapbupyeT B JOCTATOYHO
LIMPOKUX mpenenax — 4—26 % [47]. YacToTel apTepuaib-
HBIX M BEHO3HBIX TPOMOO30B IPUMEPHO PaBHBI, OOJIbIIIAS
4acTh TPOMOO30B MPOMCXOIMUT A0 Hayaja Teparmuu WIN
Ha wuHAyKuuu. [IpumedarenbHO, 4TO OOJbIIas 4YacThb
BEHO3HBIX TpoM0030B mnpu OIIJl He sBasIOTCS KaTe-
Tep-aCCOLMMPOBAHHBIMU. TPOMOO3BI PEeIKO CTAHOBSITCS
MPUYMHONM CMEPTH IMallMeHTa, UCKIIOUEHUE COCTaBISIOT
HMIIEMUYECKNE WHCYJIBTBI U MHGapKTH [56]. Onucanue
TPOMOOTHYECKUX OCIOXHeHuit y nereit ¢ OITJI orpaHu-
YEHO OTIEIbHBIMM CIyYasMU.

IToMuMO MpoOKOAryJIsIHTHBIX CBOMCTB IpoMUesIo0JIa-
ctoB TpoMm603bl mipu OITJI Takke MOTYT OBITH YACTUYHO
CBSI3aHBI C 0COOEHHOCTSIMM HazHauaeMoil Tepanun. ATRA
00JIaJaeT MPOKOArylIsIHTHBIM 3¢ ¢deKToM Oyaromaps ycu-
JICHUIO SKCIIPECCUM aAre3MBHBIX MOJIKY/I KaK Ha IPOMHU-
€JIOLINTAX, TaK Y Ha SHAOTEINH, 1 YBEJIMYECHUIO IIPOU3BOI-
CTBa IIUTOKMHOB. WMHIyLMpPOBaHHBIN aHTPALMKIMHAMU
aronTo3 MOXeT crocoOcTBoBaTh TpoMbOoreHedy B OITJI
3a cueT BbICBOOOXIeHUsT TM-Hecylmx MUKPOYACTULL U3
TOBPEXIEHHBIX JIEHKO3HBIX KIETOK [57].

Ha Hacrosiuii MOMEHT MHpo- M aHTUKOATyJISHTHAs
tepanus/mpodwiaktuka npu OIIJl Bkmoyaer B cebs
TpaHc(y31r KOMIIOHEHTOB KPOBU /IS TOAAePKaHUSI KOH-
LIeHTpaluu TpoMoouuToB Bbie 30—50 x 10°/1 u ¢pubpu-
HoreHa Boie 1,0—1,5 r/a [51]. CBoeBpeMeHHOE Ha3Ha-
yeHue ATRA B mopaBisionieM OOJIBIIMHCTBE CJIy4yaeB
KynupyeT reMopparndeckuit cuaapom. [Ipoune npemnapa-
ThI, BKJIIOUYAIOIINE B ce0s1 rerapyH, aHTUPUOPUHOIUTUKH,
peKoMOMHaHTHBIN (akTop VIla, mpuMeHsIIMCh B OCHOB-
HOM B 3py «10 ATRA» um B Hacrosimuii MOMEHT He
UCToNb3yroTcs. CyIIecTBYIOT CPaBHUTEIHHO HOBBIC TaH-
HbIE, CBUIECTEIBCTBYIOIINE O TOM, YTO PEKOMOMHAHTHBIMN
TPOMOOMOIYJIMH MOXET CTaTh IOJE3HBIM AOMOJIHEHUEM
npu nedeHun koaryiaomnatum npu OITJT [58]. Temapun
M aHTHarperanTHeie ipenapathl ipu OTTJT moryT mpume-
HSITBCS TOJIBKO JIJISI JISYSHMST YK€ BOSHUKIIIETO TpoM003a,
UX Ha3HaYeHME JOJKHO OBITb OCHOBAHO Ha WHIMBUIY-
aJIbHOM OLIEHKE prCKa /I KaXIOro MalMeHTa, a JICYeHUe
MPOBOAUTHCS T10C/IE CTAOMIM3ALIMU 1a00paTOPHbBIX Iapa-
METpOB remocTasa [59].

B GonplIMHCTBE ciaydyaeB J1aDOpaTOpHBIE MapaMeTphl
reMmocta3sa npu manudecrauuu OITJI BeixomdaT 3a mpese-
JIbI HOpMBI. 17151 mMalMeHTOB XapaKTepHa TPOMOOIIUTOIIe-
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HMSI, 4aCTO TsKeJiast, CPeIHISI KOHIIEHTPALMSI TPOMOOLIM -
ToB coctaBisieT 30 x 10°/n (muamazoH — 4—135 x 10°/x).
Ha6monaercs 3ametHoe ymimHenue [1B (meamnana — 63 ¢,
nuamna3oH — 38—124 ¢) nmpu HopMmanbHoM AUYTB (Menna-
Ha — 26 ¢, nnana3oH — 21,5—36 ¢) u BapbupyroiieM Guopu-
HoreHe (MenuaHa — 2,58 r/11, amana3zon — 0—8,80 r/i) [60].
YV muorux mopaeit ¢ OITJI koHueHTpalus ¢uOpuHOTreHa
B HOpMeE, XOTs IIMPOKUII AUaIa30H HaOI0JaeMbIX 3Ha-
YeHUM TaKXKe yKas3blBaeT Ha TO, YTO HEKOTOpPbIE IallM-
€HTbl HCIIBITBHIBAIOT IIyOOKYI0 T'MIIO(PUOPUHOIEHEMUIO.
Mapkepsl aKTUBallUM KOAry/IsIliuuy, BKIodas D-mgumepsl,
F1+2, xommneke TAT u ¢pubpuHonenTug A, Kak IpaBu-
J10, TOBBbIIIEeHBI TIpy MaHupectanu OITJI. Dtu mapame-
TPHI yAYYIIAIOTCS BCKOpe mocie Hauaja jJedeHus:t ATRA.
ITo cpaBHeHuto ¢ nmpounmu noaTunamu OMIT ipu OITJT
cpenHue mokasatend (UOpPUHOreHa y IAlMEHTOB HILKE,
a KOHUEHTpauuu D-aumMepoB M NpPOLYKTOB JAeragalluu
(pubpuHa BbIIIIE, YTO YKa3bIBAET HA TMITep(UOPUHOIN3 KaK
YHUKAaJIbHBIN MexaHu3M koarynonatuu mpu OITJI. Wccre-
JIOBaHUI, MOCBSIIEHHBIX I100aJbHBIM TeCTaM reMocTasa
y TaKUX OOJIbHBIX, K COXAJICHUIO, HE CYILIECTBYET.

VYpoBeHb (pocharuamiacepuHa, HU3KUA ypOBEHb
TPOMOOLIUTOB, BBICOKUIA YPOBEHb JIEMKOLIMTOB, HU3KUIA
ypoBeHb (DUOpPUHOreHa, BHICOKMI YPOBEHD JIAKTATHAETHU-
JIporeHasbl B CBIBOPOTKE KpoBU, yainHeHHOe PT 1 BbIcO-
Koe 3HaueHMe D-mumepa acCOUMMPOBAaHbI C PUCKOM
MacCMBHOTO KpoBoTeueHus y maunueHToB ¢ OIIJI. bamn
no mkane ISTH DIC Beime 5 sBnsiercss 10CTOBEpPHBIM
MPEAMKTOPOM KPOBOTEUYEHUsI, BhIlIEe 6 — paHHE CMEepTU

Mexanuszm napywenus 2eMocmasa npu 0CMpbix AeiK03ax

BcieacTBre remopparuu y mamuerTos ¢ OITJI [60]. bamn
HIDKEe 5 ABISEeTCS IMPEIUMKTOPOM BEHO3HOIO TpomM0OO3a
[56], misa apTepuanbHOro TpomM003a JOCTOBEPHBIX IIpe-
THUKTOPOB HE OBLII0 00OHAPYKEHO.

OO0mue 0COOEHHOCTH BO3HHKHOBEHHS HApyIIEHHIi
remMocTasa y jerei ¢ JeifKo3aMu

IManueHTHl ¢ OHKOTeMAaTOJOTUYECKUMU 3a00JIeBaHM -
SIMM KaK B IIE€TCKOM, TaK M BO B3POCJIOM BO3pacTe CTal-
KMBAIOTCS C BBICOKMMU PHUCKaMU Pa3BUTUS TPOMOOTH-
YEeCKHUX M TeMOpparuyeckux ocjaoxHeHuil. Ha pucyHke
MpeacTaBieHa o0Iasi cxeMa MeXaH1u3Ma BO3HUKHOBEHUS
HapyIIeHWI TeMocTasa y IMaleHTOB ¢ FeM00J1acTO3aMu.

JlabopaTtopHasi AMarHoCTHMKa reMocTraza 3aTpyqHeHa
M3-3a COYETAHHOTO XapaKTepa OCIOXHEHUI — Yy KaXI0To
KOHKPETHOTO TaIlMeHTa C TeM00JaCTO30M MOXHO OXU-
JIaTh OMHOBPEMEHHO KPOBOTOUYMBOCTH, TPOMOO3 U Iaxe
ABC-cunapom (coueraromuii B cedbe OIHOBPEMEHHO
TUNEP- U TUIOKOoATyIsIlMoHHbIe (a3bl). M3-3a miurenn-
HOTO XapakTepa JIeYeHMSI U BapbUPYIOIICH MHTCHCHUB-
HOCTHM pa3JIMYHBIX OJIOKOB TepanuM COCTOSIHUE TeMOC-
Taza IMalyeHTa TpU MaHudecTauuu 3a00jeBaHUS HE
MO3BOJISIET ¢ KaKOW-TM00 MTOCTOBEPHOCTHIO MpeacKa3aTh
OCJIOKHEHMSI Ha Teparuy MHIYKIIUY WM KOHCOIUAAIINH.
BoBneueHre B TATONOTMYECKUII TIpoliecC cpasdy Bcex
3BEHBEB CHUCTEMBI TeMOCTa3a — COCYAMCTOTO, TpOoMOO-
LIUTAPHOTO M IIJIa3MEHHOTO — JeJlaeT HEBO3MOXXHBIM
MNPEeIUKIMI0O UM IMAarHOCTUKY TPOMOOTeMOopparnyeckux
OCJIO>KHEHUI TpU TTOMOIIM CTaHIAPTHBIX TECTOB TeMOCTa-

Mechanism of hemostatic disorders in acute leukemia
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3a 1 0OIllero aHajau3a KPOBH, IMOCKOJIBKY JaHHbBIC TECThI
MpeaHa3HAYeHBI IS OLICHKU KOHIIEHTPAIUil OTAEIbHBIX
0enKoB U (PYHKIIMOHUPOBAHUS OTIACIBHBIX KOMITOHEH-
TOB CHCTEMBI TeMOCTa3a 1 HUKaK He OLICHUBAIOT OalaHC
MEXIYy €€ IMPOKOAryJsSHTHBIMUA Y aHTUKOATyJISTHTHBIMU
cocrapisgomuMu. CTOUT TakKe OTMETUTh, 4YTO €CIIHU
CIBUT CUCTEMBI B CTOPOHY TMITOKOATYJISIIMM U HEOOXO-
JIUMOCTb Ha3HAUYEeHUSI MMPOKOATYJISTHTHOM MPpoUIaKTUKU
WIX Tepaluy MOXKHO I'py0O OILIEHUTH MO KOHLIEHTPAIIUU
TPOMOOIIUTOB B TepudepruuecKoil KpOBM U KOHIIEHTpa-
K1 GuOpUHOreHa B IIa3Me, TO JaOOPATOPHBIX TECTOB,
YYBCTBUTEIBHBIX K TUIEPKOATYISIIMOHHBIM WU3MEHEHU-
M, B CTaHIAPTHOM KoOaryJorpaMmme Ha JaHHBIA MOMEHT
He MpeaCcTaBIeHO.

O06e 1pobIeMbI MOTYT OBITH PEIIEHBI P UCITOJIb30Ba-
HUU TJIO0AJIBHBIX TECTOB TeMOCTa3a, KOTOPhIE OIICHUBAIOT
WHTETPabHYI0 PabOTy CUCTEMBbI CBEPThIBAHUS 1 UyBCTBU -
TeJIbHBI K TMIIEPKOAryJSIIMOHHBIM HapylleHusM. Hari
OIBIT TMOKA3bIBACT, YTO MPUMEHEHME TJIO0AJIBHOTO TecTa
TpoMOOAMHAMMKA B COUYETAHMM CO CTaHAApTHHIMU Tapa-
MeTpaMM KOHIeHTpaluuu D-1uMepoB Kak MapKepa (yHK-
LIMOHUPOBAHUS CUCTEMbI (DMOPHUHOJIM3a M KOHILIEHTPALIUN
ATIII moxeT ciy>kuth 3(p(HEeKTUBHBIM MHCTPYMEHTOM JIIST

MPeAUKIIMA TPOMOO30B y JeTeil ¢ reMobacTo3aMu (Heo-
nyOIMKOBaHHbBIC faHHBIE). BHeApeHMe I100aTbHBIX TECTOB
B PYTMHHYIO KJIMHUYECKYIO IIPAKTUKY TpeOyeT JajbHei-
LIEro IPOBEACHUSI OOJIBIIETO0 KOJIMYECTBA KIMHUYECKUX
MCCICNOBAaHMI, a TakXKe TIOBBIIICHUST KBaIMhUKalUy
MEIMIIMHCKOIO IEePCOHaia, OJHAKO YXE Ceiluac MOXHO
CKa3aThb O BBICOKOM ITOTEHIIMalle JaHHOTO THUIla Jabopa-
TOPHBIX TECTOB JUISI IMATHOCTUKU CJIOXKHBIX KOAryJIOIaTHIA,
BOBJIEKAIOIIMX Pa3HbIe 3BEHbsI CCTEMbI TeMOCTAa3a.

3akioyenne

Kpurepun HaszHauyeHUsS aHTMKOATYISIHTHOW WM IIPO-
KOAryJssHTHONH TIpO(PUIAKTUKA B JETCKOIl IeMaToJjio-
TMU-OHKOJIOTMM BECbMa PAaCIUIbIBYATBI M OCHOBAHbI Ha
OLICHKE TOJIySMITUPUYECKUX «(PaKTOPOB PUCKa», KOTO-
phIe TIOKa YTO Jaxke He chopMYIMPOBAHBI B BUIC IIIKAJIHI.
Ha paHHBIIT MOMEHT OOBEKTUBHBLIX KPUTEpHMEB Ha3Ha-
YEHMSsI, TO3MPOBAHUS U MPOJOJIKUTEIBHOCTH TTOTOOHOIM
npodUIaKTUKKU IJIs1 JaHHOW TpPYIIbl MHalMEHTOB HE
cymiecTByeT. Pa3paboTka TaKux KpUTEPUEB U BbIIEICHUE
TPYII pUCKa MO KJIMHUYECKUM M JJa00paTOpPHBIM Mapa-
METpaM SBJISIETCS NEPBOOYEPENHOM 3amadyeil Ha CThIKE
TeMOCTA3UOJIOTUM U IETCKOI reMaTOJI0TrM-OHKOJIOTHU M.
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