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Pesiome

Lenb. V3yuntb B rHaMKKe TPaHCMIaHTaL MM reMomno3TUYEeCKUX CTBOSIOBbIX KIIETOK KOCT-
HOroO MO3ra y feTell MU3MEHEHNA CBEPTbIBAaHUA KPOBU U UX 3HAYEHWE ONA OUArHOCTUKN
PTNX, BOb n TA-TMA.

Martepuanbl n metopgpl. B niccnenoBaHue BKAOYEHbl 68 MaLMeHTOB, MeauaHa Bo3pac-
Ta 10 net, manbunkoB — 47, peBovek — 21. C sHBapA 2023 no gekabpb 2025 1. 68 nauyu-
eHTtoB nonyuunun 69 TICK: 2 naumeHTa nonyumnm BblcOKOAO3HYo XT C noggeprkkom
ayTONIOrNYHbIX NepudepryecKkmnx CTBOMOBbIX KNeToK (n=3), annoreHHble TTCK npoBeaeHbI
66 peuunueHTam. BoinonHeHo 13 (20%) anno-TICK oT poacTBEHHOrO COBMECTUMOTO [0-
HOpa, OT HEPOACTBEHHOIO COBMECTUMOro foHopa — 43 (65%), 10 (15%) naumeHTOB Nony-
unnu rannongenTnunyto TICK.

Pesynbratbl. [lepen HayanoM KOHOAWLUMOHWPOBAHWA Y BCEX MNaLMEHTOB 3aperucrpu-
poBaHbl 6/IM3KNE K BO3pacTHON Hopme copepkaHue (VWF:Ag) 135,0 (104,0-172,0)% u
aktuBHoctb (VWF:RCo) 131,0 (83,0-202,0)% d¢aktopa BunnebpaHpa, akTUBHOCTb ¢ak-
Topa cBepTbiBaHUs Kposu VIII 109,6 (79,0-171,0)%. AKTMBHOCTb aHTUTpom6buHa Il 107,0
(85,0-128,0)%, npotenHa C 92,0 (65,0-133,0)%, npotenHa S 87,0 (62,0-129,0)% Takxe
6bl1a 6nM3Ka K Bo3pacTHo Hopme. Mocne anno-TICK (J=+2) 3aperncTprupoBaH pocT co-
pepxaHna vVWF:Ag 153,0 (134,0-176.0)% n aktmeHocT VWF:RCo 155,0 (112,0-250,0)% c
pocTtom (p=0,018) akTneBHOCTM dakTopa VIII go 140,0 (86,0-195,0)%. Hannune koppens-
LIMOHHON CBA3M MeXay MOBbleHeM akTUBHOCTY pakTopa VIl n akTMBHOCTM NpoTenHa
C93,0(72,0-163,0)% (R=0,32; p=0,001), n3meHeHnem akTMBHOCTU nNpoTeunHa S 80,0 (67,0
125,0)% (R=0,32; p=0,0001) yKka3blBano Ha KOHTPOIMPYEMYIO €CTECTBEHHbIMU aHTUKOA-
rynsAHTaMn rMnepKoarynauMoHHY HanpaBNeHHOCTb M3MEHEHUIN CBEPTbIBAHMA KPOBMU.
Mpu 6ecco6bITUINHOM TeUYEeHNM MOCTTPaHCMIAHTAaLMOHHOTO Neproaa B TeyeHve 100 gHen
aHanM3upyeMble NoKasaTenn CBEePTbiBaHUA 3HAYMMO MPEBbLIANN UCXOOHblE 3HAYEeHMWA
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N3meHeHna CBepTbiBaHMNA KPOBU nocne annoreHHom TPaHCNNnaHTaunn
reMonosTnYeCcKnX CTBONTOBbIX KITIETOK KOCTHOIo Mo3ra 'y neten

1 Mano oTANYannCb OT COOTBETCTBYIOLNX 3HAUEHUN, 3aperncTPUPOBaHHbBIX NOC/Ie 3aBep-
LIeHMA KOHAVULNOHNPOBAHNA.

Ona PTMX 6bino XapakKTepHO 3anpenenbHoe nosbiweHue aktuBHoctu VWF:RCo 261,0
(197,0-396,0)% , BOb otnuyanu cHmxeHne aHTuTpom6uHa Il go 82,0 (71,0-143,0)%, npo-
TemHa S 57,0 (31,0-102,0)% v Hopmanusauus aktusHoctu paktopa VIl 105,0 (81,0-128,0)%
Ha ¢oHe yBennueHna cogepxaHua -gumepos 2,5 (0,3-8,3) Mkr/mn. MNpenmyLecTBeHHOe
nosbiweHne 6onee uem B 10 pa3 cogepxaHua [-armepos npuv nosbiweHnr B 3-5 pa3 no
cpaBHeHuto ¢ Hopmot MAD u B 1,5-3 pasa cogepxaHua POMK oTpaxano yckopeHHoe
BHYTpMCOCYANCTOE CBePTbIBaHUE Ha GoHe TpomboLuuToneHnn y nauneHTos ¢ TA-TMA.
3aknoyeHue. /IameHeHUA cBepTbiBaHUA KPOBU B AnHaMKKe anno-TICK HOCAT BTOPUYHBIN
xapakTtep. [JuHaMmrMKa aKTMBHOCTM e€CTeCTBEHHbIX aHTUKOAryfAaHTOB B OTBET Ha rMMNepKo-
arynAauMOHHY0 HanpaB/ieHHOCTb W3MEHEHWN CBepTbiBaHUA KPOBM, WHAYLMPOBAHHbIX
noBpexaatoLmm GakTopoM, HOCUT KOMMEHCATOPHbIN XapaKTep 1 HanpasieHa Ha noj-
[epaHune romeoctasa. [penmyLLecTBEHHbIA POCT COAep)KaHUA 1 akTMBHOCTU daKTopa
BunnebpaHga, aktuBHocTy daktopa VIl Ha GoHe n3mMeHeHUa aKTUBHOCTU aHTUTPOMOW-
Ha lll, npoTtenHa C n npoTeriHa S 06bEKTUBHO OTPaXKaeT N3MeHeHNA GYHKLMOHANbHOIO CO-
CTOAHWSA SHOOTENINA COCY[OB 1 MOXET ObITb MCMOJIb30BaH B KaYecTBe NPeAuKTopa SHAoTe-
nmanbHon ancdyHkumm. C yyeToM 0CoOH6eHHOCTEN KIMHMYECKUX NPU3HAKOB OCNOMHEHUSA
CPaBHUTESIbHbBIN aHAaNU3 AMHAMUKM U3MEHEHWA KOarynAaLMOHHbIX NoKa3aTenen no3sonseT
OLIeHUTb BKJaf CUCTEMbI CBEPTbIBAHMA KPOBU B MAaTOreHe3 HexkenateslbHoro CoobiTus.
KnioueBble cnoBa: remo6nacTo3bl, 1eTh, KOCTHbI MO3r, FeMONO3TUYECK/e CTBOJIOBbIE
KNeTKW, TPaHCMIaHTaumsA, CBepTbiBaHME KPOBU
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Abstract

Purpose. To study the dynamics of bone marrow hematopoietic stem cell transplantation
in children, changes in blood coagulation and their significance for the diagnosis of GVHD,
VOD and TA-TMA.
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Materials and methods. The study included 68 patients, median age 10 years,
boys - 47, girls - 21. From January 2023 to December 2025 68 patients received 69 HSCT:
2 patients received high-dose chemotherapy with autologous peripheral stem cell
support (n=3), allogeneic HSCT was performed in 66 recipients. 13 (20%) alloHSCT from
a related compatible donor, 43 (65%) from an unrelated compatible donor, 10 (15%)
patients received haploidentical HSCT.

Results. Before the start of conditioning, all patients had a content (vWF:Ag) of 135.0
(104.0-172.0)% and activity (vWF:RCo) of 131.0 (83.0-202.0)% of von Willebrand factor,
activity of blood coagulation factor VIl of 109.6 (79.0-171.0)% close to the age norm.
The activity of antithrombin Il of 107.0 (85.0-128.0)%, protein C of 92.0 (65.0-133.0)%,
protein S of 87.0 (62.0-129.0)% were also close to the age norm. After allo-HSCT (D=+2),
an increase in the vWF:Ag content of 153.0 (134.0-176.0)% and vWF:RCo activity of 155.0
(112.0-250.0)% was recorded, with an increase (p=0.018) in factor VIl activity to 140.0
(86.0-195.0)%. The presence of a correlation between the increase in factor VIl activity
and protein C activity of 93.0 (72.0-163.0)% (R=0.32; p=0.001) and a change in protein S
activity of 80.0 (67.0-125.0)% (R=0.32; p=0.0001) indicated a hypercoagulable direction
of blood coagulation changes controlled by natural anticoagulants. In the event-free
post-transplant period of 100 days, the analyzed coagulation parameters significantly
exceeded the initial values and differed little from the corresponding values recorded
after completion of conditioning.

GVHD was characterized by an exorbitant increase in the content of vWF:Ag, VOD was
distinguished by a decrease in antithrombin Ill, protein S and normalization of factor VIlI
activity against the background of an increase in the content of D-dimers. A predominant
increase, more than 10 times, in the content of D-dimers, with an increase of 3-5 times
compared to the norm of PDF and 1.5-3 times in the content of RFMC reflected accelerated
intravascular coagulation against the background of thrombocytopenia in patients with
TA-TMA.

Conclusion. Changes in blood coagulation in the dynamics of allo-HSCT are secondary.
The hypercoagulation direction of changes controlled by changes in the activity of natural
anticoagulants is compensatory in nature and is aimed at maintaining homeostasis. The
predominant increase in the content and activity of the von Willebrand factor, the activity
of factor VIII against the background of changes in the activity of protein C and protein
S objectively reflect changes in the functional state of the vascular endothelium and can
be used as predictors of endothelial dysfunction, regardless of the characteristics of the
damaging agent.

Keywords: hemoblastosis, children, bone marrow, hematopoietic stem cells, transplantation,
blood coagulation

B BBEJEHWE
M3mMeHeHNs cBepTbIBaHWA KPOBM MOCIIE afJIOreHHOW TPAHCMIaHTaLMK reMmonosTuye-
CKNX CTBONOBBIX KNeToK (anno-TICK) KOCTHOro Mo3ra 1 nx BO3MOXXHas poJib B MaToreHese
TPOMOOTMYECKNX OCIOXKHEHNIA 10 CMX MOP OCTAKTCA NpeaMeToM AncKyccui [11.
MpuU3HaKM YCKOPEHHOW reHepauum TPOMOUHA, CHUMXEHNE aKTUBHOCTU eCTECTBEHHbIX
aHTVIKOArysiHTOB, TOPMOXeHVe GUOPUHONM3a, UHULMMPOBAHHOE MOBbILEHEM UHIOU-
TOpa U CHKEHMEM aKTMBATOpa MIa3sMUHOIEHa, Ha GpoHe TabopPaTOPHbIX U KIMMHUYECKNX
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reMonosTnYeCcKnX CTBONTOBbIX KITIETOK KOCTHOIo Mo3ra 'y neten

NPOABNEHUA SHAOTENNANBHON ANCOYHKLMM ObINN 3aperncTpupoBaHbl Ha NPOTAXKEHWN
6onee 6 mecsaues nocne anno-TICK [1, 21.

Pa3HoHanpaBneHHble OTKNOHEHNA NoKa3aTesiell CBepPTbiBaHUA KPOBU Y NaLMEHTOB C
BEHOOKKNI03MOHHOM 6one3Hbio (BOB) nccnegosatenu BolABUAM B AMHAMMKE NOCTTPAHC-
nnaHTaumMoHHoro nepuopa. CHxXeHne aHTUTpoM6UHa lll, npotemHa C, koarynnpyemoro
TPOMO6UHOM PMOPMHOreHa Ha poHe NoBbILWEHUA [-AUMEPOB MO CPaBHEHWIO C MaLMEHTa-
MU, He umeBLIMN KnHUKK BOB, no3sonnno asTopam [3, 4] Ha OCHOBe perpeccuoHHOMN
MOAENN NPOrHO3MPOBaTb BEPOATHOCTb BO3HWKHOBEHWUA JAHHOIO HeXenaTeflbHOro Co-
6bITUA.

CHuXeHue aHTUTpombuHa lll, npotenHa C, nosbiweHne akTuBHOCTU ¢akTopa VI
(FVIII:C), noBblweHme cofiepaHna pactsopumort dopmbl TpombomoaynumHa (s-TM Ag) nc-
cnefoBaTenn 3aperncTpupoBann B OTBET Ha Pa3BUTME OCTPON PeakLUN «TPaHCMIaHTaT
npotus xo3anHa» (PTIMX) [5, 6] nocne anno-TKM.

Wcnonb3ya nosbliweHne copgepxaHna (VWF:Ag) n aktusHoctn (vVWF:RCo) daktopa
Bunnebpanga, ¢aktopa VIl (FVIII:C), pactBopumoit popmbl TpombomogynumHa (s-TM Ag),
CHUXKEHMe aKTUBHOCTM npoTenHa C, NpoTenHa S B KauecTBe MapKepOB SHAOTENMANIbHOM
AncdyHKLMKN, nccnenoBaTenu NPeasioXunm AaHHble nokKasartenu Aia oLeHKN CTeneHu Bbl-
paXeHHOCTM TpoMboTMUecKon MUKpoaHronatum (TA-TMA) [5, 6], ocnoXxHuBLIEN anno-
TICK.

OTnnMunTb NPOABNEHMA SHAOTENNANBbHON ANCPYHKL MK, BO3HUKatoLWen nocsnie TICK, ot
peakLmnmn CBepTbIBaHNA KPOBK, CBA3AHHONM C BOSHUKHOBEHWEM HeXenaTelbHOro cobbIThA
B Buae BOB, TA-TMA, PTIMX Ha ocHOBaHWW AaHHbIX, NpefcTaBAeHHbIX B NyOnnkauunax, He
npepcTaBnAeTcA BO3MOXHbIM. OTCYTCTBME YETKUX NPeACTaBNEHUI O COCTOAHUN CBEPTbI-
BaHMWA KPOBU U NOTEHLMANbHON BO3MOXHOCTY BK/IIOUEHNA KOAryNALMOHHbBIX HapyLUEHWA
B NaToreHes HexenatenbHbIX ABMEHUN, cBA3aHHbIX ¢ TTCK y geTtelr, onpenenvno Lenb nc-
cnenoBaHus.

B LIE/Ib NCCNEJOBAHUA

M3yunTb B AMHaMMKe MOCe TPaHCMAAHTaLMU reMOMOSTUYECKNX CTBOIOBBIX KIETOK
KOCTHOTO MO3ra y ieTeil U3MEHEHUs CBEPTbIBAHWA KPOBY U UX 3HAYeHWe Ans AMarHocTu-
ku PTMX, BOb n TA-TMA.

B MATEPWAJIbl U METObI

B nccnepoBaHme BKnoveHbl 68 NaLMeHTOB, HAXOAMBLUMXCA Ha fledeHun B 'Y «Pecny-
6IMKaHCKMI HayYHO-MPAKTUYECKNIA LLeHTP AeTCKOW OHKOMOMY, reMaToniorum n UMMYHO-
norun». MegunaHa Bo3pacta naumeHToB 10 neT, cpeam HUX ManbunKkoB — 47, nesoyek — 21.
C aHBapna 2023 no pekabpb 2025 r. 68 naumeHToB nonyuunu 69 TITCK. AnnoreHHble TTCK
npoBeAeHbl 66 peuunreHTam, 2 nayueHTa (repMrMHOreHHasa onyxosb, HelpobnacToma)
NonyyYnnn BbICOKOA03HY0 XT C noaaepKoi ayToNornyHbix nepudepuyeckmnx CTBONOBbIX
knetok — ayto-NCK (n=3). B rpynne nauneHToB, KOTOpbIM Oblla MpoBefieHa annoreHHas
TICK, KonnmyecTBO NALMEHTOB C OCTPLIM NTMM$OOIACTHBIM NTENKO30M cocTaBuo 20 Yeno-
BeK (30%), C ocTpbIM M1eNiobnacTHbIM Nelko3om — 15 yenosek (22%), 16 (28%) peumnu-
€HTOB MMeNn AnarHo3 «npuobpeTeHHas aniactTmyeckan aHemus», 6 (11%) — «nepBUYHbIN
nmmyHopeduunT», 3 (5%) — «BTOPUYHBIA MUEeNoANCNNacTUYECKUIA CUHPOMY, 3 (5%) —
«HEXOMKKMHCKana numooma», 1 (4%) — «OCTPbIN NENKO3 CO CMELIaHHbIM GEeHOTUMOMY,
1 (4%) — «nNepBUYHbIV remodaroynTapHbin AMMdorncTmoumnTos», 1 (4%) — «BpoXKAeHHanA
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aHemuA bnekmaHa - [laimoHay. MnenoabnatusHbI pexrmMm KOHANLMOHUPOBaHUA NOJy-
ynn 61 (93%) peunnmneHT, U3 HUX ToTasllbHoe 06yYeHre TeNa BbINOMIHEHO 17 nayMeHTam,
6ycynbdaHn/TpeocynbdaH nonyyanu 23 peuunvieHTa (36%). PeXXum co CHUXKEHHOW WH-
TEHCUBHOCTbIO Nonyunnun 5 yenosek (7%). B 3aBncmmocTy ot goHopa ICK BbinonHeHo 13
(20%) anno-TICK oT poACTBEHHOrO COBMECTUMOrO AOHOPA, OT HEPOACTBEHHOIO COBMe-
CTUMOro foHopa nposefeHo 43 (65%) TICK, 10 (15%) nauneHTam BbINO/IHEHa raniongeH-
TnuHaa TICK.

Mopasnstowee 60nbWNHCTBO peuununeHToB anno-TICK (90%; n=59) nonyuunnm uukno-
CNOpPWH B MOHOTEPaNUu NN B KOMGUHaUMK C APYrMU MMMYHOCYNPECCUBHbIMUY Npena-
paTamu. Takxe B cocTaBe MMyHocynpecccusHowm Tepanum (UCT) npumeHann MmkodeHo-
nata modetnnn (n=16; 25%), metotpekcaT (n=15; 23%), abatauent (n=1; 2%). PeunnneHTbI
ranno-TrCK (n=10) nonyyanu unknodocdamma Ha aeHb +3, +4 nocne TICK, 32 (44%) pe-
LUMUnreHTa NonyYnnm pyKCoNnMTUHNG 1 METUNNPEAHN30NIOH B COCTaBe KOMOVHVPOBaHHOM
WNCT. Ha momeHT npoBeaeHnsa TICK nHaekc KapHosckoro — JTaHckoro =70 nmenu 65 (96%)
peuunnmneHToB. KnmHnyeckoe COCTOAHME Ha Hauyano KOHAMLMOHNPOBaHMA pacLeHeHO Kak
CTabunbHoOe, KOMMNEHCUPOBAHHOE,

B kauectBe cobbiTuA yumtbiBanu: TMA - 8 naumeHTOB (BO3HWKHOBeHWe c 14-ro
no 190-n geHb nocne TICK), BOb - 6 nauneHToB (c 3-ro no 35-i geHb nocne TICK), octpas
PTMX - 18 nauneHToB (15-61-11 AeHb). Bcero n3 69 TICK cobbiTa BbiABAEHbI Y 28 nauu-
€HTOB 3a nepsble 100 gHel paHHero NOCTTPaHCMAaHTALUMOHHOIO Nepuoaa, B 6onee nosa-
HMe CPoKM — y 4 naumeHTOB. [leHb BbiABIeHWA COObITUA onpeaenana faTta permcrpaumm
OCNIOXKHeHMA B nctopun 6onesnun. OLeHKY KIMHMYECKOro COCTOAHMA U B3ATNE KPOBY Na-
LMEHTOB ANA NCCneaoBaHNA NPOBOAUAN B 6 BPpEMEHHbIX TOUKax B TeueHue 100 gHen no-
Cne TpaHCNAaHTauum KOCTHOrO MO3ra: UICXO4HasA ToYKa — 10 KOHAVLMOHNPOBaHWA, B AeHb
TpaHcnnaHTauuu, Yyepes 1-2, 14, 28 n 100 gHeln nocne TpaHCNAAHTaLUU U/ unn B feHb
KOHCTaTaLMm cobbITUA B UCTOPUMN BOME3HN NO KINHUYECKAM NPOSBIEHNAM OC/TOXKHEHNIA
TICK. XapakTepucTuka nauneHToB B AnHamuke TICK npuseaeHa B Tabn. 1.

BeHO3HYyI0 KpOBb Ha MOMEHT MccnefoBaHNA B obbeme 3 M Habvpanu nyTem nyHK-
unn neprndeprnyeckon BeHbl 6e3 HanoxeHua XryTa, ctabunusmposanu 3,8% pacTBo-
pOM uUMTpaTa HaTpuA B COOTHOWeHUN 9:1 cooTBeTcTBEHHO. CTabuUnn3npoBaHHy KPOBb
ueHTpuoyrnposanu npu yckopeHun 200g B TeueHue 10 MUH gna nonyuyeHns GoraTton
TpombouuTamu Nna3mbl, NOCse Yero TPoMOOLUTapHYIO NNasmy B OTAeNbHOW Npobupke
[ononHUTeNbHO LeHTpudyrrposanu npu 2000g B TeyeHne 10 MUH ANA NPUTOTOBMIEHNUA
6epHoN (6ecTpombouMTapHON) Na3Mbl, UCNONb30BaBLLENCA ANA nccnegoBaHus. Mccne-
[OBaHMe CBepTbiBaHMA BKJIOYANo: perncrpaunio TypbuanMeTpuyeckum MeTogoM Xpo-
HOMETPUYECKUX MOKasaTeneln (aKTMBUPOBAHHOIO MapLManbHOro TPOMOGOMNIACTMHOBOMO
BpemeHun — AlMTB, npoTpom6uHoBoro BpemeHu — B, TpombuHoBOro BpemeHn — TB), co-
[epXxaHua nnasmeHHoro ¢ubpuHoreHa metopgom Claus aBTomaTMyecKnmun Koarynome-
Tpom ACL-9000 dupmsbl Instrumentation Laboratory (IL) c ncnonb3oBaHvem gmarHoctu-
yeckmx Habopos ¢rpmbl IL. OgHOCTaAUNHBIM KNOTTUHFOBBIM METOLOM C MPUMEHEHNEM
OpUrMHaNbHbIX peareHToB IL KONMUeCTBEHHO onpedensann akTMBHoCcTb ¢akTopa VI
KonuuectBeHHbIM MeTOOM MO TeCTy arrnioTUHALMKU YacTuL naTekca ¢ aacopbupoBaH-
HbIMW Ha HUX MOHOKJIOHANIbHbIMU aHTUTeNamn onpegenanu copgepkaHne VWF:Ag un
aKTMBHOCTb dakTopa Bunnebpanpga vWF:RCo Habopom ¢pupmsl IL. C ncnonb3oBaHmeMm
XPOMOTeHHbIX Cy6CTpaToB, BXOAALMX B AUarHoctTuyeckre Habopsl IL, pernctpuposanmu
aKTMBHOCTb aHTUTpoM6UHa lll, npoTenHa C n cBo6oaHOro NpoTenHa S. KonnyectBeHHbIM
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METOAOM MO TeCTy arrIlTUHALMK YacTuL naTekca C aicopbnpoBaHHbIMK Ha HUX MOHO-
KNOHasIbHbIMK aHTUTENaMK onpedenanu cogepxaHue [-anumepoB Habopom STA-Liatest
D-Di plus, paHHux npogykToB fAerpagaunu ¢éubpuHoreHa n dpnbpuHa (MAD) - Habopom
STA-Liatest FDP n pactBopumbix KommnnekcoB moHomepoB ¢umbpuHa (PKMO) - ¢ unc-
NnoJsib30BaHMEM CTaHAAPTHOro Habopa STA-Liatest FM ¢upmbl Stago aHanmsatopom STA
Compact-MAX. B KauecTBe KOHTPONA MCNOMb30BaNN HOPMaJIbHYI0 KOHTPOJbHYIO Mnas-
My, BXOASALLYIO B COCTaB iUarHoCTUYeckrnx Habopos Gpupmbl Instrumentation Laboratory
n Stago. [MpefcTaBneHre pe3ynbTaToB XPOHOMETPUYECKNX TECTOB B BUE OTHOCUTENIbHOM
BenuUMHbl (R), paBHOM OTHOLLEHMIO UCCNeAyeMOro XPOHOMETPUYECKOrO NoKasaTens K Be-
NNYMHE COOTBETCTBYIOLLEro NoKa3aTensa KOHTPONbHOW Nfia3mbl, MO3BOSIMIO CPaBHUBATb

Ta6bnuua 1

XapaKTepucTiKa naLveHToB B fUHaMUKe TPAHCIIAHTaLm KOCTHOro MO3ra y AieTeil, pe3ynbrar
npepcraBneH Kak Me (10-90)%

Table 1

Characteristics of patients in the dynamics of bone marrow transplantation in children, the result
is presented as Me (10-90)%

STanbl nccnefoBaHNA N cOGbITUA

. Jtan1 ST1an 2 ST1an 3 dtan 4 CobbiTne
AHanusupyembliii
npusHaK Cob6biTna | Co6biTua | CobbiTMA | CobbiTUA PTNX BOB TA-TMA
HeT HeT HeT HeT n=18 n=6 n=8
n=69 n=69 n=54 n=37
[eHb nccnepoBa- -7 0 +28 +100 +26,0 +19 +86,0
HUA OO UK nocne 15,0-61,0 | (3,0-35,0) | 14,0-190,0
TICK
Bo3pacT, nonHbix 10,0 10,0 11,0 11,0 10,0 6,0 12
ner (1,0-20,0) |(1,0-20,0) |(2,0-20,0) |(2,0-19,0) |(2,0-10,0) |(1,0-20,0) | (1,0-17,0)
lemorno6uH kposw, | 100,0* 90,0 92,0 116,0* 103,0 104,0 87,0*
r/n (76,0- (75,0- (79,0- (85,0- (82,0- (92,0- (80,0-
123,0) 109,0) 111,0) 139,0) 115,0) 116,0) 128,0)
JlenkouunTbl Kposy, | 3,0 0,04 2,8 2,9 4,5 1,8 2,9
10'%/n (0,5-7,3)* |(0,0-1,7) (1,3-6,6)* |(1,1-4,6)* |(1,3-84) (0,01-3,9) | (0,6-13,8)
Tpomb6ouuTbI 161,0% 40,0 53,0* 118,0* 51,0 35,0 32,0¢
BeHO3HoOM KpoBy, | (31,0- (13,0- (22,0- (32,0- (17,0- (4,0-47,0) | (9,0-128,0)
10°/n 326,0) 170,0) 115,0) 295,0) 109,0)
Jlaktatperngpore- | 184,0 170,0 240,0* 244,0* 226,0 247,0 636,0"
Ha3a, ME/n (103,0- (113,0- (160,0- (160,0- (164,0- (126,0- (408,0-
272,0) 230,0) 327,0) 401,0) 357,0) 290,0) 865,0)
KpeaTuHuH Kposwu, | 37,0 37,0 43,0 49,0* 39,0 37,0 88,5*
MKMONb/N (28,0-63,0) | (25,0-55,0) | (30,0-76,0) | (32,0-70,0) | (26,0-66,0) | (24,0— (25,0-
80,0) 144,0)
NAr (ME) X kpea- 0,57* 1,43 2,6% 1,5 1,5 4,35 14,1%
TUHUH (Mr/100 mn) | (0,24-2,0) | (0,45-4,1) | (0,82-6,25) | (0,5-4,9) (0,8-10,7) |(1,76- (2,0-93,0)
< TP~ 18,3)
r Ur Pr/CR 0 0 0,0 0,0 0,0 0,0 34%
(0-0,46) (0,0-1,37) |(0,0-0,26) | (0,0-0,23) | (2,05-21,0)
C-peakTuBHbIN 0,15* 0,75 0,18* 0,11* 0,66# 1,7 0,58"
6enok, mr/100 mn | (0,02-3,34) | (0,08-4,9) |(0,02-2,04)  (0,02-1,18) | (0,02-6,1) | (0,02- (0,05-17,8)
15,5)

MpumMeyaHue: * P<0,01 — AOCTOBEPHOCTb PA3IMUMA Ha STane No CPaBHEHWIO C UCXOAHBIM (3Tan 2) 3HauyeHnem (aeHb=0); T — TecT
Wilcoxon; ** P<0,01 B ciiyyae cobbITUA NO CPaBHEHMIO C aHANIOrMYHbIM Noka3aTenem Ha AeHb [1+28 (U-tect); # P<0,01 B cnyyae
COObITWA NO CPAaBHEHMIO C aHANOMMYHBIM NOKasaTtenem Ha geHb [+100 (U-tecT).

70 "Hematology Transfusiology Eastern Europe", 2026, volume 12, Ne 1



OpuirvHanbHble nccnefoBaHna. HayuHble matepuanbl
Original Research. Scientific Publications “

pe3ynbraTbl HE3aBUCKMO OT BPEMEHU NPOBEAEHUA NCCIeJOBaHNA, aKTUBHOCTU UCMONb-
3yembIx peareHToB. o pe3ynbraTy onpefeneHus NPOTPOMOUHOBOrO BpPeMeHU C yue-
TOM UYBCTBUTENIbHOCTY peareHTa aHanm3aTop aBTOMaTUYeCKM PacCumMTbiBall aKTUBHOCTb
baKTOopOoB NPOTPOMOMHOBOrO KOMMAEKCa U MexayHapogHoe HOpMann3oBaHHOEe OTHO-
weHue (MHO). 3a BennumnHy nokasaTenen reMmocTtasa, OTpakaloLmx BO3PaCTHYI0 HOPMY,
npuHUManu pesynbraTbl HabnogeHWN, NpeacTaBneHHble B Ny6nnkaumax Andrev M. et al.,
1992 [7], n Toulon P. et al., 2016 [8].

MoacueT nokasaTenen obwero aHanM3a KpoBK, BKOYaa cofepkaHne TpomboLToB
nepudepuryeckolrt KpoBu, OCyLeCTBAAAN aBTOMaTUYeCcKMm aHanmsatopom MICROS-60.
JononHntenbHO perncTpmpoBany akTMBHOCTb NlakTatgerngporeHasbl (ME/n), copepxa-
HWe KpeaThHWHa KpoBu (MKMonb/n), C-peaktuBHoro 6enka (Mr/100 mn).

[nA XapakTepuUCTUKN OCNOXXHEHUI NPY anfIoreHHOM TpaHCNIaHTaUumn KOCTHOro Mo3-
ra ncnosib3oBasnu pacyeTHbl nokasatesib EASEX (Endothelial Activation and Stress Index):
NAT (ME) X KpeaTuHUH (Mr/100 mn) X TpoMbouunTbl KpoBr™'. [JoNONHMUTENbHO PacCUnTbl-
Ba/IN BENNYMHY OTHOLUEHUA coflepaHnA npoTenmHa B moye (Mr/100 mn) K cogepaHuto
KpeaTuHumHa (Mr/100 mn) B Ton e nopuum moun (r Ur Pr/CR).

CTaTUCTNYECKN aHaNM3 JaHHbIX BbINOSIHEH MPU MOMOLLM KOMMbIOTEPHOrO NakeTta
nporpamm STATISTICA (Bepcua 6.0). KonnuecTBeHHble MoKasaTenn onucaTesibHOW CTa-
TUCTUKN NpefAcTaBfieHbl Kak MeanaHa (10-90- npoueHTUnn). loCTOBEPHOCTb pasnuuma
nokasaTesiein B CpaBHMBaeMblX rpynnax oueHnsanu no kputepuio Mann — Whitney Test
(U), a ana nonapHO CBA3aHHbIX BAPMAHTOB — MO NapHoOMy KpuTeputo BunkokcoHa (T). 3Ha-
YMMbIMU NPU3HaHbI pa3nnuna ana P<0,05. BzanmocsA3b Mexay n3meHeHneM 3HaueHun
KOarynaumoHHbIX NoKasaTtesnen oueHnBany No KpUTepuo paHroson koppenauun Cnup-
meHa (R).

B PE3YJNbTATHI

MNepen Hauanom KOHAMLMOHUPOBaHNA ([=-7) y BCex nauneHTOB 3aperncTpmpoBaHo
COCTOAHME HOPMOKOArynauum, Ha YTo yKasbiBanu BennunHa otHoweHua AMTB nayuveH-
Ta / AMTB B KoHTpone 0,99 (0,76-1,25), akTMBHOCTb $paKTOPOB MPOTPOMONHOBOIO KOM-
nnekca 93,0 (76,0-108,0)%, coaep>kaHne ¢pmnbpuHoreHa 3,0 (2,1-4,6) r/n n copepxaHune
TpombounToB BeHo3HOM Kposu 161,0 (31,0-326,0)x10°/n. 3apernctprpoBaHbl 6nsKue K
BO3pacTHOW Hopme cogepxaHume (VWF:Ag) 135,0 (104,0-172,0)% n aktuBHocTb (VWF:RCo)
131,0 (83,0-202,0)% ¢aktopa BunnebpaHga, akTMBHOCTb paKTopa CBEPTbIBaHMA KPOBU
VI 109,6 (79,0-171,0)%. AKTUBHOCTb aHTMTpombumHa Il 107,0 (85,0-128,0)%, npoTenHa
C 92,0 (65,0-133,0)%, npoTenHa S 87,0 (62,0-129,0)% Takke 6blna 61M3Ka K BO3pacTHOM
HopMe.

Mocne 3aBeplleHMA KOHAMLMOHMPOBaHUA Ha [=0 BbiAaBneHo (Tabn. 2) noBbile-
Hue (p=0,002; T-TecT) aKTMBHOCTM $aKTOPOB MPOTPOMOUHOBOrO Komnnekca go 97,0
(86,7-109,0)%. MoBbiweHune copgepxaHna VWF:Ag 153,0 (134,0-176,0)% koppennpoBano
(R=0,39; p=0,009) c noBbiweHnem akTBHOCTK dpakTopa VIII 140,0 (86,0-195,0)% w1 conpo-
BOX[ANOCh CHUXXeHMeM akTMBHOCTM npoTtenHa S ao 80,0 (67,0-125,0)%. PocT akTMBHOCTM
¢dakTopa VIl koppennposan (R=0,295; p=0,025) c nsmeHeHMeM aKTUBHOCTK NpoTenHa C
93,0 (72,0-163,0)%.

Mocne anno-TICK (O=+2) coxpaHanacb nosbliweHHana (p=0,002) akTUBHOCTb ¢paKTo-
OB NPOTPOMOUHOBOIO KomnneKkca 97,0 (86,7-109,0)% Ha ¢poHe nosbiweHmnsa (p=0,044 no
CPABHEHMIO C UCXOL4HbIM 3HaUeHUEM) coaepKaHua nbprHoreHa fo 3,4 (2,2-4,9) r/n. Poct
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(p=0,091) O-nnmepos fo 0,41 (0,18-1,27) mkr/mn 6bin conpsxeH (R=0,724; p=0,001) c no-
BblweHnem NAD go 2,3 (1,1-5,9) mkr/mn (p=0,01 No CpaBHEHMIO C UCXOLHbIM), YUTO, OAHAKO,
He npeBblwano pedepeHTHbIN ArManazoH HOpPMbI (<5,0 MKr/mn). 3aperncTpupoBaH pocTt
copeprkaHuna vVWF:Ag 153,0 (134,0-176,0)% wn aktueHocTt VWF:RCo 155,0 (112,0-250,0)%.
MoBblweHne akTMBHOCTY pakTopa BunnebpaHaa 6b110 TecHo cBaAszaHo (R=0,502; p=0,001)
¢ pocTtoM (p=0,018) akTBHOCTU PakTopa VIII f0140,0 (86,0-195,0)%. Hannume Koppens-
LIMOHHOW CBA3W MeXay NoBbieHnem aktusHoctu daktopa VIl u npotenHa C 93,0 (72,0-
163,0)% (R=0,32; p=0,001) n nameHeHnem aktmBHocT1 npoTemHa S 80,0 (67,0-125,0)%
(R=0,32; p=0,0001) yKa3biBano Ha KOHTPOANPYEMYIO eCTeCTBEHHbIMM aHTUKOarynaHTamm
rmnepKoarynALMOHHYI0 HanpaBeHHOCTb M3MEHEHU CBEPTbIBaHNA KPOBU.

XpoHoMeTpuryeckre nokasatenm 62 nayneHToB nNpu 6eccobbITUNHOM TeYeHUN paH-
HEero NMOCTTPaHCMAHTAaUMOHHOIro nepmvoga Ha 14-n AeHb Mano OTANYaANINUCh OT UCXOA-
HOro 3HaueHWA U yKa3blBaln Ha COCTOAHME HopMoKoarynaumun. Obpallano BHMMaHUe
nporpeccupytoLlee nosbiweHne cogepkaHma 157,0 (131,0-171,0)% n aktmsHoctn 171,0
(128,0-245,0% ¢akTopa BunnebpaHpa. MosbiweHne VWF.RCo 6bi10 TecHO cBA3aHO
(R=0,481; p=0,007) ¢ nosblweHnem akTMBHocTK ¢akTopa VIl go 147,0 (84,0-273,0)%
(p=0,04) no cpaBHeHUIO C NCXOAHbIM 3HavyeHneM. OTCYTCTBME B3aUMOCBA3N MeXxay Nno-
BblleHMeM akTMBHOCTU dpakTopa VIII n nsmeHeHnem aktmeHocTn npoTtenHa C 97,0 (66,0-
183,0)% (R=0,362; p=0,07) n npoteunna S 90,0 (68,0-118,0)% (R=0,241; p=0,17) yka3biBano
Ha NOTepI0 aHTUKOAryNAHTHOrO KOHTPONA 3a akTUBaLMeEN CBePTbIBaHMA KPOBU.

BonbWINMHCTBO XPOHOMETPUUYECKNX MOKa3aTenein 54 naunmeHToB K 28-My fiHIO HEOCSI0X-
HEHHOro TeYeHMA paHHEero NOCTTPaHCMIaHTaLMOHHOIO NepUoia He OTINYANMNCh OT CBOe-
ro CXOAHOrO 3HauUeHUA. AKTUBHOCTb aHTUTpoM6KHa Il 115,0 (91,0-173,0)%, npoTtenHa C
98,0 (66,0-133,0)%, npoteunHa S 84,0 (63,0-200,0) He3HaUMTENbHO MpPeBbILIAIa 3HaYeHUA
COOTBETCTBYIOLMX NOKa3aTeneii B feHb BbinonHeHnsa TICK. MoTpebnexne aHTuTpombuHa Il
conposoxpganocb (R=-0,397; p=0,013) poctom J-aumepos go 0,52 (0,22-1,35) mkr/mn
no cpasHeHuto ¢ 1=0 (p=0,769; T-test, ABYXCTOPOHHUN). COXPaHANNCH NOBbILWEHHbIE, MO
CpaBHeHMI0 co 3HaueHnem Ha [1=0, cogepxaHue 166,0 (156,0-180,0)% n akTnBHoCTb 221,0
(141,0-291,0)% dakTopa BunnebpaHga. MNosbiweHne aktneHocTn daktopa VIl go 181,0
(96,0-298,0)% 6b110 cBA3aHO (R=0,668; p=0,001) ¢ n3meHeHnem akTuBHOCTM VWF:RCo
221,0(141,0-291,0)% v aktuBHocTh (R=0,493; p=0,031) npotenHa C.

3HaueHUA GONbLUMHCTBA CTPYKTYPHbIX MOKa3aTene CBepTbiBaHUA KPOBU W aHTU-
KOarynaHTHOWM aKTUBHOCTU Mpu 6eccoObITUNHOM TeUeHMN MOCTTPaHCMNNaHTaLMOHHOro
nepvoga Ha aeHb [1+100 3HauMMO npeBbIlWany COOTBETCTBYIOLIME NOKa3aTenn Ha AeHb
[=-7 n mano oTnMyanncb oT COOTBETCTBYIOLNX 3HAUYEHNI, 3aPerncCTPMPOBaHHbIX Nocne
3aBeplUeHnNa KoHanUmMoHnpoBaHua ([1=0). Mi3ameHeHne akTuBHOCTU dpakTopa VIl He 3aBu-
ceno (R=0,076; p=0,802) oT akTMBHOCTK dakTopa BunnebpaHpa n npotenHa C (R=0,466;
p=0,079). CoxpaHsanacb cnabasa oTpuuaTenbHas B3anmocBssb (R=—0,426; p=0,023) mexay
nosblweHnem (p=0,063) akTMBHOCTM aHTUTPoMOUHa Ill o 119,0 (89,0-176,0)% n cHUXe-
Huem copgeprkaHuna O-gumepos go 0,31 (0,08-1,24) mkr/mn.

KnunHnko-nabopatopHble npossneHus octpoin PTMX [9, 10] (n=18), BEHOOKKJIO3NOH-
How 6one3Hu [11] B BUAe cHyconganbHoOro o6CTpyKTMBHOrO cMHapomMa (n=6), Tpom60-
Tnyeckon mukpoaHrmonatum [12, 13] (n=8) ocnoxkHunn anno-TICK y 32 naumeHTOB.

XapakTtepHbimy gna PTIX nameHeHAMN CBePTbIBaHUA KPOBM Ha AeHb perncTpaunm co-
ObITVA ObIIV NOBbILLEHHbIE, MO CPaBHEHMIO ¢ AHeM [1+28, conepxaHue 163,0 (160,0-175,0)%
(p=0,561; U-test) n aktmeHocTb 261,0 (197,0-396,0)% ¢akTopa BunnebpaHga (p=0,025).
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MoBblweHne akTMBHOCTM ¢aktopa VIII 153,0 (107,0-237,0)% He 3aBuceno (R=0,482;
p=0,112) oT copepxaHus daktopa BunnebpaHaa n He 6bino ceasaHo (R=0,422; p=0,196)
C M3MeHeHneM akTuBHocTu npotenHa C 82,0 (45,0-205,0)% n aKTMBHOCTM NpOTeMHa
S 80,0 (41,0-113,0)%, KOoTOpble He OTAMYANNCb OT COOTBETCTBYIOLWMX NoKasaTtenen 98,0
(66,0-133,0)% n 84,0 (63,0-200,0)% Ha 28-11 geHb Npn HeocnoxHeHHon TICK. Yckopeh-
Hyl0 reHepauuio TpomOrHa KOCBEHHO OTpaXkanu MoBbileHHoe copepkaHue PKMO 6,1
(3,2-17,0) mxr/mn n O-gumepos 0,74 (0,21-8,6) mKr/mn.

BeHOOKKN031OHHYI0 60/1€3Hb NeYeHN OTINYanKM OT APYrnxX ocnoxKHeHnn TICK 3Haun-
MO€ CHVKEHME aKTUBHOCTU aHTUTpoMOUHa lll go 82,0 (71,0-143,0)% (p=0,016), npoTerHa
S po 57,0 (31,0-102,0)% (p=0,015) n aktusHocTu dpakTopa VIl go 105,0 (81,0-128,0)% no
CpaBHEHMIO C COOTBETCTBYOWMUMU Nokasatenamu 115,0 (91,0-173,0)%, 84,0 (63,0-20,0)%
1 180,0 (96,0-298,0)%, 3aperncTprpoBaHHbIMA Y NaLMEeHTOB Ha AeHb [1+28 HeOoCNoXHeH-
HOro TeYeHUA NOCTTPaHCNIaHTaUMOHHOro nepuopga. MNosbllWeHHOe cogepx aHne MapkKe-
pPOB ANCCEMUHMPOBAHHOIO BHYTPMCOCYANCTOrO CBEPTbIBaHUA JONOMHANO NanuTpy Koa-
rYNALMOHHbBIX HapyLUEHWIA.

Hanbonee Bbicokoe copepkaHve PKOM 17,6 (9,6-44,0) mkr/mn, [O-oumepos 4,7
(1,0-13,8) mkr/mn n NAO® 15,7 (2,5-23,0) MKr/mn Ha ¢oHe TpomboumToneHun 32,0 (9,0-
128,0)x10°/n, pe3ncTeHTHOM K TpaHChy3nAM JOHOPCKNX TPOMOOLUTOB, OTAMYaNo naym-
eHToB € TA-TMA. AKTUBHOCTb eCcTeCTBEHHbIX aHTUKoarynaHTos Ha 86,0 (14,0-190,0) geHb
nocne TICK 6bina Hanbonee 6nM3Ka K TakOBOW, 3aperncTpupoBaHHON Ha AeHb [+100
Y NaUMEeHTOB, HE NMEBLUNX HeXenaTenbHbIX CoObITUIA, Taknx Kak BOB mnnu PTMX. AkTue-
HocTb 225,0 (165,0-376,0)% 1 copepxaHue 167,0 (106,0-180,0)% dakTopa BunnebpaHaa,
KOCBEHHO OTparkaBLUMe CTemneHb SHAOTeNManbHOW ANCPYHKLMM, ObIIM TaKNMKM e, Kak
Ha geHb [+100 n geHb [+28, npesbiwas (p<0,001) cooTBeTcTBYOWME 3HaYeHna 131,0
(83,0-202,0)% 1 135,0 (104,0-172,0)%, 3apernctpupoBaHHble nepeq HayanomM KOHANLN-
OHNPOBaHUA.

B OBCYXIEHUE

JHpoTenvanbHble Knetkn (3K) B cuny aHaTomo-mopdonornyeckux ocobeHHocTeln
CTPOEHNA TKaHe opraHn3ma ofHMMU U3 NepPBbIX B3aVIMOAENCTBYIOT C Pa3fIMYHbIMU Na-
TONOrMYECKMMU (NeKapCTBEHHbIE CPeCTBa, MOHU3MpYIoLLee U3NTydeHne, NPOaYKTbl Kne-
TOYHOIO MOBPEXAEHUSA, SNIEMEHTbI CUCTEMbI KOMMNEMeHTa) U Gr3nonornyecknumm (LmTo-
KWHbI, MeTabonmnTbl KNHUHOreHe3a, KaTeXoNaMVHOB, MIOKOKOPTUKOUbI, PerynaTopHble
MOJ1eKYNbl SHAOKPUHHOWN CUCTEMbI, fIeMeHTbl CBePTbIBaHNA KpoBW) areHTamu [14]. Og-
HoBpeMeHHO DK ABNAIOTCA KIIIOUEBbIM PEryNIATOPOM peaKkLMn BOCManeHus 3a cYeT Bbl-
CBOOOXAeHUA cneunduuecknx MapKepoB, Taknx Kak ¢aktop ¢oH Bunnebpanga (VWF),
TpombomogynuH (TM), nHrnbutop aktmeaTtopa nnasmuHoreHa tuna 1 (PAI-1), copepika-
HVe 1 akTMBHOCTb pacuennsatouwen VWF metannonpotenHasbl ADAMTS 13, pactBopurMble
MoseKynbl KneTouHon agresunn (sSCAM). MNepeuncneHHble cOefUHEHMNA, MO MHEHWIO JKC-
nepToB, ABMAIOTCA MapKepamm akTuBaL My n nospexaeHuna IK [15].

HakaHyHe TI'CK nccnepgoatenu BblIABUAM MOBbILLEHNWE, MO CPAaBHEHWIO C KOHTPOJIEM,
copeprkaHuna n aktmsHoctn VWF, cogeprkaHuna TM, aHrnonostuHa-2 (ANG2), skcnpeccu-
pyembix JK. [laHHOe 06CTOATENBCTBO KOCBEHHO YKa3biBano Ha npeglectsoBasLiee TICK
noBpexaeHvie SHOoTeNNA, CBA3aHHOE C OCHOBHbIM OHKOreMaTosIorMyecknum 3aboneBaHu-
eM 1nu NpejLwecTBOBaBLWNM neyeHnem [15, 16]. B nepsble Hefenn nocne ayTo- 1 anno-
TICK nccneposatenv otmetnnu yeenuuerne VWF 1 pactBoprMoro 6enka MexkneTouHom
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N3meHeHna CBepTbiBaHMNA KPOBU nocne annoreHHom TPaHCNNnaHTaunn
reMonosTnYeCcKnX CTBONTOBbIX KITIETOK KOCTHOIo Mo3ra 'y neten

agresuu (sICAM-1). Y nauymeHtoB nocne anno-TICK, y kotopbix pa3sunuce BOb, TA-TMA
n PTIMX, nccnegosatenn Habnaogany 3HauynTeslbHoOe NoBbileHUe cogepkaHna Kak VWEF,
Tak 1 TM [16]. Kpome Toro, nosbiweHHble ypoBHu VWF 1 TM (B coueTaHnm C NOBblIlEHNEM
ICAM-1 n E-cenekTurHa), u3MepeHHbIx Yepe3 1 Hegento nocne TICK, 6biar NCcnosib3oBaHbI
aBTOpamy Ny6nuKauuii B kKauectse bromapkepa ana nporHosnposaHua BOB y nauuven-
TOB, NOJTYYaBLUNX TAKPONUMYC 11 CUPONNMYC B KauecTBe npodunakTuky PTMX [5, 17].

HakaHyHe KOHOWLMOHUPOBaHUA Y 06CnefoBaHHbIX HaMM MaLMEHTOB 3aperncTpupo-
BaHO COCTOAHME HOpMOKoarynauun. lNocne 3aBeplueHna KOHANLMOHWPOBaHWA BblABe-
HO COCTOSIHME rMnepKoarynAaLum, Ha YTo YKa3sbiBano MNoBblleHNe akTMBHOCTU GakTopoB
NPOTPOMOMHOBOIrO KOMMEKCa, akTUBHOCTU dakTopa BunnebpaHpa n ¢aktopa cBepTbl-
BaHWA Kposwu VIl B coueTaHnmM CO CHMMXEHEM aKTUBHOCTU nNpoTerHa S. Hannune TecHom
B3aUMOCBA3M MeXJy NoBbllleHnem akTuBHocTK dakTopa VIl n n3meHeHnem akTUBHOCTU
npotenHa C oTparkaso KOHTPONMPYEMYIO NHIMOUTOPaMM KOMMEHCAaTOPHYIO peakLmio No
npefoTBpaLleHno NOMOPraHHON HeJOCTaTOYHOCTN.

MNocne anno-TICK (0+2) oTmMeuyeH AanbHENWWUN POCT aKTUBHOCTU U COAEPXKaHUA
¢dakTopa BunnebpaHga B coueTaHUM C NOBbIWEHNEM aKTUBHOCTM ¢akTopa VI JaHHbIn
3bdeKT Obin pacueHeH Kak HenmoCcpeaCTBEHHbIN pe3ynbTaT camoi npoueaypbl TICK. Ha-
nnyrie KOppenAuMOoHHOW CBA3W Mexay MoBblleHneM akTMBHOCTM dakTopa VI, c ogHown
CTOPOHbI, N U3MEHEHMEeM aKTMBHOCTU npoTenmHa C 1 npoTtenHa S, C ApYron CTOPOHbI,
YKa3blBasio Ha KOHTPONMPYEMYIO eCTECTBEHHbIMU aHTUKOAryfaHTaMy runepKoarynaum-
OHHYI0 HanpaBNeHHOCTb U3MEHEHWIA CBEPTbIBAHMA KPOBM HEOCNOXKHEHHOrO NOCTTPaH-
CnnaHTaLMOHHOIO Nepuoaa.

CopepKaHue 1 akTMBHOCTb pakTopa BunnebpaHaa, daktopa VIl Ha feHb KOHCTaTaLmMm
octpon PTIMX, BOB n TA-TMA B 605blIMHCTBE C/lydaeB Obin TaKUMU e, Kak 1y nauueH-
TOB C HEOC/TIOXKHEHHbBIM NOCTTPAHCMIAHTALMOHHBIM MEPUOAOM Ha AHW HabntoaeHus [+28
n [+100, Hanbonee NpUGNKEHHbIE K MOMEHTY BO3HUKHOBEHMA COObITUIA. MI3MeHeHune
akTMBHOCTU pakTopa VIl He 3aBUCeno oT cogepkaHna gpaktopa BunnebpaHga, uto B CO-
yeTaHUM C TEHAEHUMEN K CHUXKEHUIO aKTMBHOCTU MpOTenHa S cnoco6CcTBOBaNo He KOH-
TpoNMpyemon MHrIMbrTopaMum CBepPTbIBaHUA rMMepKoarynaumm. YCKOpeHHyto reHepaLuio
TpoMb6WHa NOATBEPXAANO NoBbILWeHHOe coaepxaHne PKMO n 1-grmepos, BbipaxkeHHOe
B pa3Hon cteneHn. Ana PTMX 6bino xapaKTepHO 3anpefenbHoe MOBbIWEHNE COAepKa-
Hua VWF:Ag go 261,0 (197,0-396,0)%. BOB otnunyanu cHuxxeHmne aHtutpomb6uHa lll go 82,0
(71,0-143,0)%, npoTenHa S go 57,0 (31,0-102)% n Hopmanmnsauma akTMBHOCTK daKTopa
VIIl 105,0 (81,0-128,0)% Ha doHe yBenuueHusa copgepxaHua [O-gumepos go 2,5 (0,3-8,3)
MKT/MJ1, UTO MPeBbILLaNo BO3pacTHY HopMy B 5-10 pas. Ecnu yuecTb, uto daktop VIl cnH-
Te3npyeTca NpenMyLLeCTBEHHO SHAOTENMNANbHBIMU KNeTKaMy BEHO3HbIX CUHYCOMAOB Mne-
YeHW, CHPKEHNE ero akTMBHOCTU B AUHAMUKe JOJIKHO OTpaaTb CTeneHb NoBpeXaeHns
COCyANCTON CTEHKWM B pe3yfibTaTe BOBNeYeHUA NocnefHen B NaToformyeckmnin npouecc
[18]. MNMoBbiweHMe (MO cpaBHEHUIO C HOpMOM) cogepxaHna [-agumepos go 4,7 (1,0-13,8)
MKr/Mn HenponopunoHanbHo nosbiweHuto MNAO go 15,7 (2,5-23,0) mkr/mn n POMK po
17,6 (9,6-44,0) MKr/mn oTpa<kano akTMBaL o BHYyTPUCOCYANCTOrO CBEPTbIBaHNA KPOBU B
coueTaHuy C TopMmoxeHrem GrubpuHonusa y naymneHtos ¢ TA-TMA.

N3meHeHnA cBepTbiBaHNA HOCUIN BTOPUYHDBIV XapaKTep U OTpa)anun sHAoTenvanb-
Hyt0 ANCOYHKLIMIO, BOZHUKLUYIO B pe3yfbTaTe KoHAUuUoHuposaHus, TTCK n genctema no-
BpEeXJaloLLero areHTa, CNpoBOLUPOBaBLLErO COObITUE.
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B 3AKJTIOMEHUE

M3meHeHnsa cBepTbiBaHWUA KPOBW B AvHamuKe anno-TICK HocAT BTOPUYHBIN XapakTep.
[VHaMVKa akTUBHOCTU eCTeCTBEHHbIX aHTUKOAryfiAHTOB B OTBET Ha rMnepKoarynaumnoH-
HYI0 HanpaBeHHOCTb N3MEHEHUN CBEPTbIBaHMA KPOBU, MHOYLMPOBAHHbIX NOBPEXaato-
LWKUM GaKTOPOM, HUMEET KOMMEHCATOPHbIN XapaKTep 1 HarnpasfieHa Ha noafepXaHuve ro-
MeocTa3a. [MpeumyLiecTBeHHbIV POCT COAepPKaHmA U akTUBHOCTU dakTopa BunnebpaHaa,
akTMBHOCTU dakTopa VIl Ha doHe N3MeHEHNA aKTUBHOCTM aHTUTPoM6OMHa lll, npoTenHa C
M npoTenHa S 06bEKTUBHO OTpaXaeT M3MeHeHNA GpYHKLMOHANbHOIO COCTOAHMA SHAOTe-
NNA COCYLIOB, YTO MOXET ObITb NCMNOJIb30BAHO B KauyecTBe NpeAnKTOpPOB SHAOTENNANbHOW
ancdyHkumn. Ona PTMX xapakTepHo 3anpepenibHoe noBblleHne cofepxaHua vVWF:Ag,
BOB otnnuanu cHMXeHue aHTUTpoMO6UHa lll, npoTerHa S 1 Hopmanusaumns akTUBHOCTU
dakTtopa VIl Ha dpoHe yBenuueHua copepxaHua O-gumepos. MNpermylecTBeHHoe no-
BblleHWe 6onee yem B 10 pa3 copgepkaHuaA [-aumMepoB npu nosbiweHUn B 3-5 pas no
cpaBHeHuto ¢ Hopmon MAD n B 1,5-3 pasa cogepxaHna POMK oTpaxkano yckopeHHoe
BHYTpMCOCYANCTOe CBepTbiBaHMe Ha dpoHe TpombouuToneHun y naumeHToB ¢ TA-TMA.
C yuyeTomM 0COBEHHOCTEN KNMHUYECKUX NMPU3HAKOB OCNOXHEHMWA CPAaBHUTENbHDbI aHanu3
AVHAMUKN N3MEHEHUA KOoarynAaLMOHHbIX NOKa3aTenen No3BonsaeT oueHUTb BKlag cucTe-
Mbl CBEPTbIBAHWA KPOBU B MaTOreHe3 HeXkenaTenbHOro cobbITus.
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