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OBLIASA XAPAKTEPUCTUKA PABOTHBI
AKTYaJIbHOCTH TeMbI

CepTbhIBaHHE KPOBU — 3TO MHOTO3TANHBIA MPOLECC, KOTOPBI HAUMHAETCS B
30HE€ MOBPEXKACHHOIO 3HJOTENNS, II€ MPOTEKAIT OJHU OMOXMMHYECKHE MPOLECCHI,
CBSA3aHHBIE C TKAHEBBIM (PAKTOPOM, UTO 3aIyCKaeT BTOPOl, aBTOBOJIHOBOM 3TaIl pocTa
Cr'yCTKa, rjae paboTaroT, B OCHOBHOM, PEaKIMM BHYTPEHHETO MYTH CBEPTHIBAHMS, M,
HaKOHELl, IpollecC pocTa MpeKpamaercs B pe3yiabTate (OPMUPOBAHMUS Ha
MOBPEXJICHHOM MOBEPXHOCTU TpomOa M3 (uOpHHA M NpPENeIbHO aKTUBHUPOBAHHBIX
TpombouuToB [1]. B X07€e BTOpPOro M TpEThEro 3TArloB OTPOMHYIO POJIb UTPAIOT
MUKpPOBE3UKYJbL. Jlelo B TOM, YTO CKOPOCTb-ONPEACNAIONIMMHI CTaAUSIMU Ha ITUX
IBYX OJTamax sBisieTcsl 00pa3oBaHUME NPOKOArYJSHTHBIX KOMIUIEKCOB AKTHUBHBIX
¢aktopoB cBepthiBaHus KpoBu — X, IX wm II, ¢ wux kodakropamu, wu
AHTUKOATryJSIHTHOTO  KoMmIuiekca — mnporenHa C ¢ TpoMOOMOAYJMHOM,
OCTaHABJIMBAIOIIUM PaCHpPOCTPAHEHUEM CBEPTHIBAHUS BHE 30HBI MOBPEXACHUS [2].
Jlsist cOOpKH BCEX 3TUX KOMILJIEKCOB HEOOXO0AUMBI (PochOoIunuaHbie TOBEPXHOCTH CO
cnenuaibHbM HabopoMm 3apsanoB. Ha cerogHss u3BeCTHBI Bce OMOXMMHUYECKHE
peaklMM CHCTEMbl CBEPTHIBAHHUS KPOBUM M AKTHUBHOCTb IPAKTUYECKH BCEX 3TUX
(aKTOPOB MOKET HM3MEPATHCA CTAHJIAPTHBIMH TECTaMH, HO BCE 3TH T'OMOT€HHbBIE
TECThl JAJIEKH OT OMOPU3MUECKMX OCOOEHHOCTEe cucteMbl. B3BemeHHyi Hu
YYBCTBUTEJIBHYIO OLEHKY BCEX CTaJui Mpolecca JalT TOJbKO UHTErPajbHbIE TECTHI
reMocTas3a, B KOTOPBIX MPOLECC CBEPTHIBAHUS N Vifro TMPAKTUYECKH UMHUTHPYET BCE
CTaauu Tmpolecca TpomOooOpazoBaHusi in vivo. [losToMy TII00anbHBIE TECTHI
reMocrasza, Takue Kak TpomOoanactorpadus (TII), Tect reHepauuu TpomMOUHA
(TT'T) u tpomGoaunamuka (T/]), Bce yalie UCMOIB3YIOTCSA B KIMHUYECKOE MPAKTHUKE.
Haubonee 6m3ko umutupyet cutyaruto in vivo T]] [3].

CymiecTByer rpynmna MaTtolorui, OObEIWHEHHBIX €AUHBIM CHUMITOMOM -
reMOJIM30M JPUTPOLMTOB. IDTHU 3a00JIEBaHMS MONYYWIM oOOllee Ha3BaHHE -
remojutTuyeckue aHemMuu. Co CTOPOHBI CHCTEMBbI TIe€MOCTa3a TIe€MOJMTHYECKHUE
aHEMUU  XapaKTEepU3YIOTCS COCTOSAHMEM Trunepkoarymsiuuu. KiumHuka 3THX

3a00J€BaHUN pa3HOOOpa3Ha y JETel W B3pPOCIBIX, HO HX OOBEAUHSIET HAIUYUE



4

BbICOKOTO (0KOJ0 30%) TpoMmOoTHueckoro pucka [4]. Eme ogHum 3a0osieBaHueM,
CONMPOBOXK/IAIOIMIMMCSI ~ COCTOSSHUEM  TUIEPKOAryJsilUA  SABJSIETCS.  OCTPBIM
mumpoOnactueiit neiiko3 (OJIJI). M3BecTHO, 4TO MAIMEHTHI JETCKOrO BO3pacTa C
OJIJI umerot puck pazsutust Tpom6o3a 10 73% [5,6]. OgHako 10 cuX NOp TOYHBIE
MEXaHU3Mbl U MOJIEKYJISIpHbIE NMPUYUHBI MOBBIIIEHHOTO TPOMOOTHYECKOIO PHUCKA Y
9TUX  MAalMEHTOB  OCTAlOTCA  HEJOCTATOYHO  W3YYEHHBIMH, HE  HaWJeHO
KOAaryJioJIOTM4€CKUX TECTOB, KOTOpPbIE MOIJIM Obl aJ€KBaTHO OLIEHUTb COCTOSHHMS
CUCTEMBbl T€MOCTa3a MpU OSTUX NaTOJOTHUsIX. B0O3MOXHO, MMEHHO oOOpa3oBaHUE
MATOJIOTMYECKOr0 KOJIMYECTBA MHUKPOBE3HMKYJI MPU TEMOJIU3E SIBISETCA OJHUM U3
MEXaHU3MOB YCUJIEHUS CBEPTHIBAHUS KPOBHU MPU FEMOJIUTUYECKUX aHEMUSX.

Heas padorsl. MccnenoBaHne M3MEHEHUS CUCTEMBI CBEPTHIBAHUS KPOBH Y
MAlMEHTOB C TEMOJUTUYECKUMU aHEMUSIMU, a Takxke y nauueHtoB ¢ OJIJI; uzyuyenue
MEXaHU3MOB BIIUSHUS MUKPOBE3HMKYJ Ha Pa3BUTHE TMIEPKOATYJIALMH Y MAUEHTOB C
reMOJIMTUYECKUMH AaHEMHUSIMH Ha MOJEIU MPOCTPAHCTBEHHOM JMHAMUKH pOCTa
CTryCTKa.

3agaum uccie10BaHusA
1. UccnenoBath XapakTepUCTUKU U OOIIEE COCTOSHUE CUCTEMbl CBEPTHIBAHUS
KpPOBU Yy MAallMEHTOB C TE€MOJMTHYECKUMHU aHEMMSIMH, HCIOJIb3yS MaKCHUMaJbHO
MOJIHBIA HA0Op COBPEMEHHBIX METOJIOB.
2. CpaBHUTHh KOHLIEHTPAllMM MHUKPOBE3HMKYJl y MAalHUEHTOB C TEeMOJIUTHYECKOU
aHeMuel U 'y 3J0pOBbIX JOHOPOB METOJIOM MPOTOYHOW LIUTOMETPUH U OLIEHUTH BKJIA]
MUKpPOBE3UKYJ1 B  THUIEPKOAryJSIHI0, HAOMIOJaeMyl0 y  MAlUUEHTOB  C
reéMOJIMTUYECKUMH aHEMUSIMHU.
3. OueHuTh, €CTh JIM KaueCTBEHHBIE Pa3IMyUsl B MPOKOATYJSHTHBIX CBOMCTBaX
MUKPOBE3UKYJ Y TAIMEHTOB C FTEMOJTUTHYECKON aHEMHEN U Y 3J0POBBIX TOHOPOB.
4. HccnenoBarh M3MEHEHUs T€MOCTa3a W MPOCTPAHCTBEHHOM TWHAMUKHU pOCTa
CTyCTKa y manueHToB JieTckoro Bo3pacta ¢ OJIJI Ha gone cnenuduueckoi Tepanuu.
5. Pa3pabGoTtaTh uWHTErpajgbHBI MOKa3aTeab, MO3BOJISIIOUIMNA IPOTrHO3UPOBATH
BEPOSITHOCTb TPOMOOTHYECKMX OCJHOXKHeHuW y mnaumeHtoB ¢ OJUJI u ¢

T€MOJIUTHYCCKUMH aHCMUAMU.



HayuyHnast HOBU3HA

1. BrniepBble moka3zaHo, YTO B OCHOBE Pa3BUTHSI TMIEPKOATYIISIIIUN Y MALIMEHTOB C
reMOJIMTUYECKUMH aHEMHUSIMH JIE)KUT YBEIUUYECHHE KOJUYECTBA MPOKOATYISTHTHBIX
MUKpPOBE3UKYJI, MPU ATOM HMX CBOWCTBA 3HAYMMO HE OTJIMYAIOTCS OT CBOMCTB
MUKPOBE3HUKYJI, BHIJICJICHHBIX U3 KPOBU 3JI0POBBIX I0OPOBOJIBIIEB.

2. IIpoBeieHO  CUCTEMATHYECKOE  CPABHEHHME  MOKAa3aTelew  CTaHAAPTHOU
KOaryJiorpaMMbl ¥ MHTErpaJibHBIX MOKa3aTesel, a TakKe KIMHUYECKOW KapTHHBI
NAlMEeHTOB, B pe3yJibTaTeé Yero Haumbojiee ONTUMAJbHBIMU  PU3HAHbI
MHTErpajbHbIe TECThI, aJ€KBATHO PETUCTPUPYIOLIUE Pa3BUTHE TUIEPKOATYJISALINH,
B MIEPBYIO OYEpeb, 33 CUET CKOPOCTH pocTa PUOPHUHOBOTO CryCTKa.

3. Pa3paboTan HOBBII MHTErpasibHbI MOKAa3aTeab AJsl OLIEHKU pUCKA pPEalbHBIX
TpOoMOOTHUECKUX oOcioxkHeHud y nereit ¢ OJIJI, momyyaromux Tepanuio Mo
nporokosnry ALL-MB-2015.

HayuyHo-npakTH4eckoe 3HaYeHHe
CocTostHME cHUCTEMBbI reMocTa3a y JieTeil ObUIO MCCIIEOBAHO C TOYKHU 3PEHHS

KOHLIEHTpalui OEJIKOB CUCTEMBI CBEPTHIBAHMSI KPOBU M CTAHAAPTHBIX CKPUHUHT OBBIX

TECTOB CUCTEMBI F€éMOCTa3a, KOTOpPbIE HE OTPaKAaIOT BCIO COBOKYIHOCTH CJIOKHOTO

KAaCKaJHOr0 Mpolecca CBEpPThIBaHUS KpOBU. MHTErpainbHbIl METOJ HCCIEeI0BAHMS

CUCTEMBI cBepThbIBaHUsS KpoBH — TJ[ — ObLT co34aH ISl pPEerucTpalii OCHOBHBIX

XapaKTEPUCTUK CHCTEMbl CBEPTHIBAHMS, TAKMX KaK CKOpPOCTb pocTa (hPHOPHUHOBOTO

Cr'yCTKa, a TaKXe CKOPOCTh M aMIUIMTYJla aBTOBOJHBI TPOMOMHA — KIIFOUEBOIO

(akTopa MIIa3MEHHOTO 3BEHAa CBEPTHIBAHMS, YTO IMO3BOJIIET OLEHUTh BKJIAJ BCEX

MOJICUCTEM CHUCTEMbI CBEPTHIBAHUS KPOBU B IMpoliecc TpoMbooOpa3zoBanus. B padore

ITIOKA3aHO, 4TO U3BeCTHBIE 5-10% M3MEHEHNs B KOHLEHTPALMN €CTECTBEHHBIX MPO- U

AHTUKOATYJSIHTHBIX ()aKTOPOB, HE BHOCST INI00ANbHBIX U3MEHEHUN B 00IIyI0 paboTy

CUCTEMBI reMocTasa y aerei ot 1 roga no 18 mer.

TpoMOOTHUECKHE OCTIOKHEHHUS], SIBISISICH OJTHOM U3 OCHOBHBIX MPUYHUH CMEPTHU

IIpU TEeMOJUTHYECKUX aHEeMUsX [7], He MOAAA0TCA JETEKIMH OOBIYHBIMU METOJAMMU

MIOKa OHM HE MEPEeXOAT B >KM3HEyrpokawomue. B pabore BrepBble MOKa3aHO, YTO

HHTCTPAJIBHBIC TCCThI I'EMOCTAa3a YYBCTBHUTCIIbHBI K PA3BUTHIO THUIICPKOATrYJIALUA Y
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JeTel U y B3POCIBIX MAIUEHTOB C T€MOJUTUYECKUMU aHEMUSMH, TPUBOASILUMHU K
KJIIMHUYECKOMY TpoMO003y. OOHapyKeHO, YTO TUIEpPKOaryyIsiusi pa3BUBaETCS €Il B
JIETCKOM BO3pacTeé B MOMEHTHI OOOCTpeHHMsI 3a00JIeBaHUS W CBsi3aHAa C PE3KUM
YBEIMYEHUEM KOHIIEHTPALlUU MUKPOBE3UKYI.

Tpom6o3et mpu OJIJI 'y geredt SBISIIOTCS CEPbE3HBIM  OCJIOKHEHHEM,
NPUBOJSIIMM K 33/IepXKKE B JICUYEHHMM OCHOBHOIO 3a00JI€BaHUS U YXYALICHUIO
MPOTHO3a BBI3AOpPOBJIEHUS. B paldoTe BHEepBbIE MOKa3aHO, YTO HE3aBUCUMO OT
KOHLIEHTPAllUM €CTECTBEHHBIX AHTHKOATyJISHTOB, THIEPKOAryJSIIUs, BbISBICHHAS
MerogoM TJ[ mo cKopocTH pacnpoCTpaHEHHs] aBTOBOJIHBI TreHepauuu ¢(udpuHa,
HalpsIMyl0 CBfA3aHa C pa3BUTHEM CHUMIOTOMATHYECKOr0 TpomOO3a y MallMeHTOB
nerckoro Bospacta ¢ OJIJI mpu yciioBUM OAHOBPEMEHHOI'O HApYIIEHMs JiM3HUca
(uOpHUHOBOTO CcrycTKa (T.€. IPU OTCYTCTBUU MOBBIIICHHUS MapKepa 3Toro jusuca - -
auMepa).

B0O3MOXXHOCTh BBISIBISTH CKJIOHHOCTH K TpoMOo3aM 10 OHMOPU3HUECKUM
XapaKTEepUCTUKAM CBEPTHIBAaHUSI KPOBU C MOMOIUIBIO INI00ANIBHBIX TECTOB I'E€MOCTa3a,
MO3BOJISIET LIMPOKO MPUMEHSTh 3TH METO/bl KaK JJisl MPOBEACHUS OLEHKH COCTOSHUS
CUCTEMBI I€éMOCTa3a y MAaIlMEHTOB CO CKJIOHHOCTBIO K TPOMOOOOpa30BaHUIO, TaK U
JUTSl U3y4YEHHUsI IEUCTBUSI IPENapaToB, BO3ACHCTBYIOLUIMX HA CBEPTHIBAHUE KPOBHU.

MeTo10J10TMsI 1 METOABI HCCIEOBAHUS

Metononoruss paboTsl Obla MOJYMHEHA OCHOBHOM LIETM MCCIEIOBAaHUSA U
pELICHUIO MOCTaBIEHHBIX 3ajay. Mccrnemyemble 00pas3ibl Miia3mbl, MOJTYYEHHBIE OT
MalKeHToB ¢ reMoiuTudeckumu anemusimu, ¢ OJIJI u y 310pOBBIX 10OPOBOJIBIIEB
MaKCUMaJIbHO ObUIM OXapaKTEepPU30BaHbI C UCIOIb30BAHUEM TPATULIMOHHBIX METOOB
Y METOJIOB MHTETPaJIbHOW OLEHKH reMocTasa. Cienyromui 3aaueit ObljI0 CpaBHEHHE
KOHLIEHTpaui MPOKOAryJIsIHTHBIX MUKPOBE3UKYJ] Yy MallMeHTOB M  3JI0POBBIX
N00OpOBOJIBLIEB, T.K. HaMU  CAENAHO  NPEANOJOKEHHWE, UYTO  CBOOOJHBIE
doconunuaHple TMOBEPXHOCTH BHOCAT BKJIaJ B Pa3BUTHE MOBBIILIEHHOIO
CBEPTBIBAHMS y MALMEHTOB C TeMOJIM30M. Pelienue 3Tou 3a1a4u U0 COBMECTHO CO
CIENYIOIIEH, B  KOTOPOM  OLECHUBAJIUCH  KAYECTBEHHBIE  pa3M4yusg B

IMPOKOKOAryJIsTHTHBIX CBOMCTBax MHKPOBC3UKYJI Yy IMMAOUCHTOB HW Y 3A0POBLIX
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100pOBOJIBLIEB. XapAKTEPUCTUKY MPOBOJUIMN C MOMOIIbIO MPOTOYHON IUTOMETPUU U
TJl, rne B uccieayemoil miazMe obpa3zoBaHue (UOPUHOBOrO CTyCTKa 3amyCKaeTcs
KOHTaKTOM CO CIELHaJIbHON OMOMH)XKEHEPHO CO3/JaHHON MOBEPXHOCTHIO, MOKPBITOM
ONpEJEICHHBIM COCTaBOM (POCHOJIUMUIOB U TKAHEBBIM (PAKTOPOM. ITa MOBEPXHOCTH
MMUTHPYET 00JIaCTh COCY/Ja, B KOTOPOW MOBPEXJIEH IHAOTEIUN U KPOBb BCTyIuUJa B
KOHTAaKT C OCHOBHBIMHM aKTHUBAaTOpaMH cBepThiBaHus. Jlanee peructpupyercs
pacripoctpaHeHue (¢ponta ¢ubpuHoBoro crycrka. HabGop peructpupyemsbix
apamMeTpoB, TAKMX KaK CKOPOCTh aBTOBOJIHOBOI'O POCTA CTYCTKa, BpeMs 3aJCpiKKH
pocTa Crycrka, JalOT YyBCTBHUTEIbHYIO OOBEKTHBU3ALMIO 3TOrO  CIIOXKHOTO
onodusnyeckoro mnpouecca. MHOTOYUCIEHHbIE MCCIEIOBAaHUS HAlled M Jpyrux
nabopaTopuii B MUpE MOKa3aldu, 4YTO Mosyyaemass WH(poOpMalus He CBOJIUTCA K
KOMOMHATOPUKE TECTOB reMocTas3a, U JaeT 0oyiee UyBCTBUTEIbHYIO U OOBEKTUBHYIO
OLICHKY COCTOSIHMSI cHCTeMbl. Bce moiyuyeHHble pe3yibTaThl ObUIM CTaTUCTUYECKU
0o0paboTaHbl, B pe3yJibTaTe 4Yero yJajoch PEHIUTh 3ajady O pa3paboTKe HOBOIO
MoKasaTelis IPOrHO3UPOBaHUS TPOMOOTHYECKUX oOciokHeHuil y aereit ¢ OJUJI nHa
(done Tepanuu.

ITos10:keHHs, BBIHOCMMBIE HA 3alIIUTY
1. TpanuuuoHHBIE  KJIOTTHMHIOBBIE  TECThl ~ HE  OTPa)XaloT  HaJIW4Yue
TUIEPKOAryJSIIMK Y MalMeHTOB C TeMOJUTUYECKUMH aHeMusMmu. Kpurnuecku
BaXXHBIM OKa3bIBAECTCSI HapylIEHUE OMO(PU3MUECKUX XapaKTEPUCTUK MpOoLEecca, YTO
XOpOILIO OTPAKAET METOJL TPOMOOIMHAMUKH, BBISBIISAS PAa3BUTHE TUIEPKOATYJIALNH Y
MAlMEHTOB C TeMOJUTUYECKUMH AaHEMHUSIMU Ha (DOHE T'eMOJUTUYECKOrO Kpu3a U y
nanueHToB ¢ OJIJI.
2. [loka3aHo, YTO OAHMM M3 TJABHBIX MEXaHU3MOB THIEPKOATYIALMH Y
MAlMEHTOB C TeMOJUTUYECKUMH AHEMUSIMU SIBJIAETCS MOSABJICHHE OOJBIIOIO 4yuciaa
OTPULATEIBHO 3apsHKEHHBIX MUKPOBE3UKYJI B KPOBOTOKE.
3. BrniepBble oka3zaHo, 4TO MPOKOATYJISTHTHbIE CBOMCTBA MUKPOBE3UKYJI 3HAUUMO
HE OTJIMYAIOTCA Yy NAlMEHTOB C TEMOJIM30M U Y 3/I0POBbIX JIOHOPOB.
4. VYBenuyeHne CKOpOCTU aBTOBOJIHOBOI'O paclpocTpaHeHus (puOpuH-nmoauMepa

Py OJHOBPEMEHHOM CHIKEHHUM KOHIEHTpauuu aHTuTpoMOuHa III um moBbiueHuu
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KOHLIeHTpauuu D-gumepa oTpaxaeT pucK pa3BUTUS TPOMOOTHUYECKUX OCIIOKHEHUHN Y
neTer ¢ OCTPhIM JTUMGPOOIACTHBIM JIEUKO30M.
JIMYHBIN BKJIAJA aBTOpPaA

Bce paboTbl 10 MOJSy4eHHI0 MUKPOBE3UKYJ M3 00pa3loB KPOBHU MAI[UEHTOB U
JIOPOBOJIBLIEB, paboTa HAa MPOTOYHOM IIUTOMETPE M TUTpoBKa oOpasuoB B T/, a
TaK)K€ HKCIIEPUMEHTHI 10 MCCIIEOBAHUIO U XapPAaKTEPUCTUKE CHUCTEMBbI reMocTasa y
MAlMEHTOB M 3JI0pPOBBIX JOOPOBOJIBLIEB C HCMOJIB30BAHUEM KIACCUYECKUX H
MHTErpajibHbIX TECTOB, CTaTUCTUYECKass 0OpabOTKa NaHHBIX, HAMMCAaHWUE CTaTed U
T€3MCOB KOH(PEPEHIIMI 0 MaTepraiaM JIUCCepTaluy IPOBOJUINCH JINYHO aBTOPOM U
MIPU €ro HEMOCPEJACTBEHHOM YYaCTHUH.

JloCTOBEPHOCTH M 000CHOBAHHOCTH Pe3yJIbTATOB

JIOCTOBEpHOCTh MOJYYEHHBIX pPE3yJNbTaTOB U OOOCHOBAaHHOCTH BBIBOJOB
00ecreynBaIuCh UCIOIb30BAHUE OOUIEIPUHITHIX COBPEMEHHBIX METOJIOB, TAKMX KakK
MPOTOYHAS TUTOMETPHUS, CTAHJAPTHBIE TECThI KOAryJI0rpaMMbl, UMMYHO(EPMEHTHBIHI
aHalu3, UHTETpaJIbHbIE TECThl T€MOCTa3a, CTaTUCTUYECKas o0paboTKa pe3yibTaToB.
Hcnonb3oBaHWe AaTTECTOBAHHBIX CPEACTB HM3MEPEHHUS IO3BOJUIO  MOJYYHTh
pe3yibTaThl €  YJIOBJETBOPUTEIBHBIM  YPOBHEM TOYHOCTH. JlOCTOBEPHOCTH
MOJIYYEHHBIX pEe3yJbTAaTOB TaKKE IOJTBEPKAACTCS HUX COIJIACOBAHHOCTBIO C
M3BECTHBIMU JIMTEPATYPHBIMU UCTOYHUKAMH.

Anpobauust padoThI

OcCHOBHBIC pE3YyJIbTAThl JTIUCCEPTAIMOHHON pabOThl OBUIM MPEICTABICHBI HA
XXIV Congress of the International Society of Thrombosis and Haemostasis
(Amcrepnam, Hunepnanael, 29 utons - 04 urons 2013), I Poccuiickas HayuyHO-
npaktuyeckass  kKoHpepeHuuss — «KinuHuueckme u 1aboOpaTOpHbBIE  ACHEKThI
coBpeMeHHoM remartosoruu» (MockBa, Poccus, 19 - 20 centsops 2013), XIX
Bcepoccuiickass  koH(pepeHLHs C  MEXKIYyHApOAHBIM  yyactueM  «TpoMOo3bl,
KpoBotounBocts, JIBC-cMHApPOM: COBpEMEHHBIE TMOJAXOJbl K JUAarHOCTUKE H
neyeHuto» (MockBa, Poccus, 15 - 16 centsiops 2014 roma), 31" EHA-ESH
Hematology Tutorial: Focus on Red Cells (plus Pediatric Coagulation) (Puwm,
Urtanus, 7 - 9 despans 2014), VI Mexperuonansnoe cosemanune HOJT'O 4-7
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(MockBa, Poccus, 4 - 7 utons 2015 roga), XXIV Congress of the International
Society on Thrombosis and Haemostasis (Toponto, Kanana, 20 - 25 utons 2015),
The 10th Congress of the International Society of Paediatric Oncology Asia (SIOP
Asia) (Mocksa, Poccus, 25 - 28 mas 2016), O6wenunennass VIII Bcepoccuiickas
Koupepenuus no knumHndeckoil remocrasuonorud u remopeosoruu u 111 Konrpecc
0 MPOTUBOpPEUUsIM B 00JIacTH TpomM0O030B U remocrtaza (Mocksa, Poccus, 20 — 22
okTs0pst 2016), VIII MexperuonansHoe coBemanue HOAI'O (Mocksa, Poccus, 25-
28 mas 2017), XXVI Congress of the International Society of Thrombosis and
Haemostasis (bepaun, ['epmanus, 8 urons - 13 wurons 2017), IX Bceepoccuiickas
Kondepenuuss mo KiauHUYECKOHM reMmocrazuojorud u remopeosorun (CaHKT-
[TerepOypr, Poccus, 4-6 oxtsa0ps 2018), X Konrpecc HOAI'O (Coun, Poccus, 25-27
anpensa 2019), XXVIII Congress of the International Society of Thrombosis and
Haemostasis (BupTyanbHbIil KOHrpecc, 12 utons - 14 urons 2020).
Hy6nukanuu. Ilo martepuanam nuccepranuu omyOiaukoBaHO 27 paboT, B TOM
YHUCJE, CTaTEl B PELEH3UPYEMBIX KypHallax, pekoMeHaoBaHHbIX BAK — 12; nmaTeHT
Ha u3o0pereHue — 1; mybnukanuii B Tpyax KoHpepeHIui u cre3aos — 14.
O0beM u CTPYKTYpa AUCCEPTALUA

Huccepraums uznoxkeHa Ha 146 crpaHMIlax MAaIIMHONMCHOTO TEKCTa U
BKJIIOYAET COJIEp’)KaHHUE, BBEICHHUE, JIMTEPATypHbId 0030p M IOCTAHOBKA 3aJaud
uccnegoBanus (ryiaBa 1), onMcanue MaTepralioB U METO/IOB (TJIaBa 2), pe3yJbTaThl U
oOcyxaenue (rinaBa 3), 3aKIIOYEHHE, BBIBOJbI, CIMCOK LIUTUPOBAHHON JIUTEPaTyphI
(172 OubnuorpaduuecKux HMCTOYHUKOB), CIHMCOK COKpAIICHUH U OOO3HAUYCHUU U
omarogapHoctu. Pabora conepxut 27 pucyHnkoB u 10 tadmuir.

OCHOBHOE COAEP) KAHUE PABOTbI

Bo BBegeHMH ONMuCcaHa aKTyaJIbHOCTh UCCIEAYEMOM TE€MbI, COPMYIUPOBAHBI
LEJH U 33/1a4d UCCIIE0BAHMS U JTaHa 0011asi XapaKTEepUCTUKA paOOTHI.

I'naBa 1 nocediieHa 0030py JUTepaTypbl U MOCTAHOBKE 3aJ1a4d HACTOSIETO
uccinenoBanus. [IpuBeneHbl OCHOBHBIE CBEJIEHHS O CHUCTEME CBEPTHIBAHUU KPOBH.
PaccmoTpensl Ouodusnyeckne MeXaHu3Mbl IMPOLIECCOB, OMPEACSIONINX OCHOBHBIE

craguu O6pa3OBaHI/I$I TpOM6a — aKTUBalys IMpoHecCa B 30HC MOBPCIKACHUA CTCHKU
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cocyla, pocT TpomOa BriryOb KpOBOTOKA 10 aBTOBOJIHOBOMY MEXaHU3MY, OCTAaHOBKA
pocTa MNpHU JOCTHKEHUH ONpENETICHHBIX pa3MepoB. ONHCaHbl paHEe H3BECTHBIC
(GakTbl 0 pHUCKaXx TPOMOOTHYECKHX OCJIOKHEHUU MPU T'eMOJUTUYECKUX AHEMHUSX U
ocTpoM JIUM(POOIACTHOM JIEHKO3eE.

I'maBa 2 omnucbiBaeT Marepuaigbl M METOAbl, B paboTe MPOBEIECHO
BCECTOPOHHEE  OMO(U3MUYECKOoe  HCCIENOBaHHWE  TIeMocTa3a  MalMeHTOB ¢
remosutudeckumMu anemussmu U OJIJI. HccnenmoBanue 0m00peHO HE3aBHCUMBIM
stuyeckuM komurtetoM HMMUAIL T'emarosnorum w HE3aBUCUMBIM  ATHUYECKUM
komuterom HMMUILL JIT'OU umenn /. PoraueBa. Bce yyacTHUKM HCCIEAOBaHUS U UX
3aKOHHBIE MPEACTABUTENH MOANUCAIN WH(MOPMUPOBAHHOE COIJIaCHE y4acTBOBATH B
JaHHOM wuccienoBaHud. [lmasmMeHHOe 3BEHO TIeMocTa3a OXapaKTepHU30BaHO C
MOMOILbIO CTaHAAPTHBIX TECTOB KOAryJorpaMMbl (aKTUBUPOBAHHOE YaCTUYHOE
TpomOorutactuHoBoe Bpemsi (AUYTB), nporpomOunoBsiit unjnekc no Ksuky (IIM mo
KBuky), konuentpanus ¢pubpunorena, u anturpomouna III (ATII)) u rmobanbHBIX
tectoB (TOI, TI'T, T/). C nomompbto TOI' onieHUBaOTCS 371aCTOYNPYTrUe CBOWCTBA
KpOBHU, BKJIIOYarONIMe (QYHKUHUIO KakK IUIa3MEHHOTO, Tak MU TPOMOOUUTApPHOTrO
remMoctasa. ABTOMaTHYECKU pPACCUMTHIBAIMCH MapaMeTphl Bpems peakuuu (R), anbda
yron (o) u makcumanbHas ammiutyga (MA). TI'T ocHOBaH Ha perucTpalvy CUrHasna
OT NPOAYKTa peakluu TPOMOMHA C UCKYCCTBEHHBIM (hu1yoporeHHbIM cyOctpaToM. [1o
JUHAMUKE KOHIEHTPALMH 3TOr0 MPOAYKTAa BBIUMCISETCS JUHAMUKa HapaOOTKU B
miazMe KpoBu TpomOuHa. Ilo KkpuBOM reHepanuu TpOMOWHA ONPENEISIOT
SHJOTeHHBIN TpoMOUHOBRIN oTeHM (DTTI, miomane nox kpuoit). Konnenrparus
D-aumepoB MCMOIB30BaHA ISl OLIEHKM MHTEHCUBHOCTH OOpa30BaHUs U JAErpajaliu
¢ubpuna. MHcTpymMeHTanbHOE 00CII€IOBAaHUE MPOXOAMMOCTH COCYJIOB IMPOBEACHO
MEeTOJaMH yibTpa3ByKoBol nuarHoctuku (Y3UW). T] peructpupyer 6uopusznueckue
XapaKTEepPUCTUKU pocTa (PUOPUHOBOTO CrycTKa B MPOCTPAHCTBE MPHU JIOKATBHOM
aKTUBAIlMM CBEPTHIBAaHUS B IJJa3ME€ KPOBHM MMMOOMJIM30BaHHBIM Ha MOBEPXHOCTH
KIOBETbl TKaHEBbIM (akTopoM. Perucrpanus pocra CrycTtka OCYLIECTBISIETCS C
MOMOILbIO BHJIEOKaMEpbl MO METOAY TEMHOro nojii. B pesynbraTe crpoutcs

3aBUCHMOCTh pa3Mepa CrycTka oT BpeMeHH. [1o 3TOil 3aBHCHMOCTH OmpeaenseTcs
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BpeMsi Havasia opmupoBanusi cryctka Tlag, ero HadanbHasi ckopocTh Vi (BOJIM3H
aKTUBAaTOpa), CKOPOCTh €ro aBTOBOJIHOBOI'O pacHpocTpaHeHus (CTaluoHapHas
CKOpOCTb) VS M Hajguyue CIOHTAaHHBIX CTYCTKOB BJAIM OT OOJACTM aKTUBALMU
cBepThiBaHUs. CIOHTaHHbIE CTYCTKM  XapaKTepU3YIOT CHH)KEHHE IOpOTOB
BO30Y>KJIEHUS CHCTEMbl CBEPTBIBAHUS, KOTOPOE MOXKET MPUBOAUTH K CIy4YalHBIM
TpomM0OO3aM B JIFOOOM OTJIEJI€ COCYIUCTONU CUCTEMBI.

C mnomomp0 MeToAa MPOTOYHOM IMTOMETPUU H3MEPSUIM KOHILIEHTPALUIO
dochaTuanIICEpuH-TI0I0KUTETbHbBIX (MpOKOaryasHTHBIX, aHHEKCHH-
MOJIOKUTENbHBIX) MHKpOBe3uKydl (MP) wu spuTpouMTapHBIX MHUKpPOBE3UKYI
(CD235a+), nomeTuB ux crnenupuyeckuMu aHTuTenamMu. MP nonydanu u3 mia3mbl
MALMEHTOB U 3I0POBBIX TOOPOBOJIBIEB MYTEM LHEHTPU(PYTUPOBAHUS U TPEXKPATHOTO
orMmbiBaHus B Oydepe A B pexume 30mMuux16000g. PPP — ma3ma, Oennas
TpoMmOoruTamu (pexum neHtpudyruposanus 15 mur 1600g). PFP — mnnasma,
CcBOOOJHAsE OT TPOMOOIUTOB, noixyyeHa u3 PPP (pexxum nentpudyrupoBanus 5 MUH
10000g). MPP — nmasma, OenHas MUKpOBe3MKyinamu mnonydeHa u3 PPP (pexum
ueHtpudpyrupoBanuss 30 mun 16000g). Ilocne Boiaenenuss MP  npoBogunu
mmepenue T/l B mynupoBanHoit MPP mia3sme 310poBBIX JOHOPOB C J100aBICHHEM
Pa3IUYHbIX KOHLEHTpauu MP I OLIEHKH UX ITPOKOATYJISHTHBIX CBOWCTB.

I'aBa 3 nocesileHa ONMCaHUIO MOJYYEHHBIX PE3YJIbTATOB U UX O0CYKJICHUIO.
Hccneodosanue 6uogusuieckux Mexanusmos 2uneproazyiayuy npu aHemMusx pasiuiHoul
nPpUpoObL: POb MUKPOBESUKYJL, YUPKYIUPYIOWUX 6 KPOBU NAYUEHMO8

Jna onenku posmr MP B runepkoaryiasiliiOHHOM COCTOSHUU IIAIIUEHTOB C
HACJEJACTBEHHBIM C(PEpOUUTO30M U [-TajacceMueld MPOBEACHO HCCIEAOBaHHUE
3¢ (}exToB KONMMUEeCTBAa M MPOUCXOKEHUS MHMKPOBE3UKYJ Yy 3THUX HanueHToB. Kak
CleayeT W3 aHaiuu3a Jureparypsl [8], OJHMM K3 TJIABHBIX [apaMeTpPOB
MUKpPOBE3UKYJ, ONpelenstomux HuX 3PEGEeKThl B yBEIMYEHHH BEpPOSTHOCTH
BO3HUKHOBEHUS TPOMOO30B, sBIsETCA Hanuuue (ocdaruauicepuHa Ha BHEIIHEH
MOBEPXHOCTH MeMOpaH ((ocharuanun-nonoxurenbHble MUKpPOBE3UKYbl (PS+)).
OrpoMHy10 pojib B MPOKOATYJISIHTHBIX CBOMCTBAaX MHMKPOBE3UKYJ UIPAET TaKkKe UX

MPOUCXOKIACHHUC, ITOCKOJBKY OT 3TOIr0 CHJIBHO 3aBUCUT HUX COCTAB H (l)I/ISI/IKO—



12

XMMUYECKUE CBOMCTBA.
Konuuecmeennwiil K100 MUKPOBE3UKYIL 8 CUNEPKOASYIAYUIO Y NAYUEHMOS C
2eMONUMUYECKOU anemuell

B wuccinegoBanue BKIHOYEHO 3 mMalMeHTa C JAUMArHO30M HACIECTBEHHBIN
cheporuros (Mampuuku 4, 5 u 12 7ner). Y ABOMX TsKENOE, KPU30BOE TEUCHUE
3a007€BaHusl, Yy OJHOTO TMAaIllMeHTa JIeTKOe TeueHwe 0e3 TpaHCcPy3uOHHOU
3aBUCUMOCTH. A TakKe 5 MalMeHTOB ¢ AUarHo3oM Oosbinas ¢popma B-tanaccemun (2
neBouku 8§ u 17ner, 3 manpuuka 2, 14 u 15 ner). UeTBepo MaIMEHTOB C TSXKEIBIM
TeueHHeM 3a00JIeBaHUSI U OJIMH C JIETKUM. Y BCEX MaIlMEHTOB MPHUCYTCTBOBAJ
TE€MOJIU3 SPUTPOLIUTOB.

B Ttabnune 1 npuBenens! nokazarenu remoryioduna (Hb), obmiero u npsimoro
OmnupyOrHa, aKTUBHOCTD Jaktataeruaporetassl (JIJI'), kotopeie CBUIETETHLCTBYIOT
0 Ha HaJIWMYME TeMoJin3a y TNanueHToB. Takke yka3zaHbl D-muMep M KOJIMYECTBO
MUKPOBE3UKYI, OIICHEHHOE C MTOMOIIIBIO

IIPOTOYHOMN LIUTOMETPUU:

(dochaTUANICEPUHIIONOKUTENbHBIE ~ MUKPOBE3UKYJIbl ~ MEYEHbl C  MOMOUIBIO
anHekcuHa-V (MP PS+), spurpouutapHble MUKPOBE3UKYJIbl MEUEHBI C MOMOUIBIO
riukogopuna CD235a (MP CD235a+). PedepencHble 3HaueHUs A COAEpPKaHUS
MUKpPOBE3UKYJI OLEHEHbl Ha 5 3JI0pOBBIX B3pOCIbIX J00pOBOJBLAX (2 MYyXYHH,
Bo3pact oT 18 nmo 40 ner). MHTepecHo, 4TO MapKep JM3McCa MATOJOIMYECKUX
Cr'yCTKOB, D-mumep, MOBbIIIEH Yy MalMEHTa € CaMbIM OOJIBIIUM KOJUYECTBOM
MukpoBe3ukyn (tabmuma 1, mnamument 11IA). Ilokaszarenu  craHmapTHOM
KOaryJorpaMMbl OCTaBajJuCh HEMH(GOPMATUBHBI ISl MALIUEHTOB C T€MOJIUTHYECKOU
aHeMuel, HaxoJsCh B O00JAaCTM HOPMAJIbHBIX 3HAYEHMH KpoMmMe malueHTa cC
HACJIEICTBEHHOUN Koarynomnaruei, y kotoporo IIM nmo Keuky cocraBuno 16% mpu

Hopme 70-120%.

Taoauna 1. [TokazaTenu NaneHTOB ¢ TEMOJIUTUYECKON aHEMHUEH.

Hb Bunupy6un | Bunupyoun JIAT D-ngumep MP MP CD235a+
(115- OO6mTmii PSIMOi (0-314) (0-243) PS+ (12-61)
138) (0-17) (0-3,4) En/n HI/MIT (306-606) IIT/MKJT
r/n MKMOJIB/TT MKMOJIB/TT IIT/MKJT
nn 75 43,8 15,6 223 154 1348 43
ra 104 24,3 7,9 326 109 1302 81
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'™M 78 64,8 7,8 445 41 591 24
AA 89 64,7 13,6 260 82 1585 78
A | 94 51,9 17,4 489 506 1939 205
I1B 107 60,5 10,6 270 16 1282 61
IIM | 146 24,3 7,9 202 67 595 19
cHu 136 10,6 4,7 248 - 959 205

*KMPHBIM IPUPTOM BbIICTICHBI U3MEHEHUS B TIOKA3aTENAX

*¥* OKkpallliBaHUEM BbIJICICHBI MAIIUEHTHI C TSHKEIBIM TeUYECHUEM 3a00I€BaHMS

Ha pUCYHKE 1 MBI BUJIUM camoe OonbIIOE KOJIMYECTBO

(bochoTHINICEPUHIIONOKUTENBHBIX BE3UKYJI Y T€X MAIllMEHTOB, Y KOTOPBIX
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docd aTuannceprUH-NONONKUTENbHDIE

T/, HayanbHaA ckopocTb Vi,

Pucynok 1. Ilapamerp TpomOOomuHamuku (HaudajdbHas CKOPOCTh pocTa cryctka (Vi)) u
KOHIIEHTpauus  pochaTuANICEPUH-TIONOKUTEIbHBIX MHUKPOBE3UKYJ Yy TAIlMEHTOB C
TSOKETBIM ~ T€YEHUEM (KpacHble CTOJIOUBI) W JIETKUM TEYeHUEM (CHHHE CTOJIOLbI)

TEMOJIMTUYECKON aHEMUMU.,

Ha0JII0/1aNach TUMIEPKOATyJAlus Mo cKopocTH pocta cryctka B TJ[. OtcyrcTtBue
TUNIEPKOATYJISIIIUM Y  OJHOTO TMAaIllMeHTa C TSOKEIbIM TEYEHUEM CBS3aHO C
COMYTCTBYIOIIEH Koaryionatue (cHmwkenune koHuentpauuu gpakropa FVIIL no 1,5%).

IIpu cpaBHEHMHM MCXOIHOM ILIa3Mbl U IUIA3Mbl, OUMIICHHONW OT BE3UKYJ, MbI
BUJIUM CHMIKEHHME CKOPOCTEH poCTa CrycTKa, KakK JUisl JOHOPOB, TaK U JJIs NAIlUEHTOB
C TEMOJUTHYECKUMU aHEMUSAMHU (PUCYHOK 2).

[TaniieHTHl ¢ HAJIMYKMEM TUIEPKOATYJSIUU B CPEAHEM HMEIOT TMOBBIIICHHbBIE
KOHIIEHTpaIuu Kak (ocdaTuauiacepuH-NoNIOKUTEIbHBIX, TaK U SPUTPOLUTAPHBIX

BE3HKYJI [10 CPABHEHUIO CO 370POBBIMU 100pOBOIbIAMU (PUCYHOK 2, Tabnuna 1).
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aHemueiW aHemuen

Pucynok 2. CpaBHEHHE HAYAJIBHOM CKOPOCTHM pOCTa CryCTKa MEXAYy IUIa3MOM C
Besukysamu PFP (1iBeTHble CTONOIBI) M TJIa3MOM, OYMIIEHHON OT Be3ukyn MPP (uepubie
CTOJIOIIBI) JIJISl IOHOPOB (3€JIEHBIE CTOJIONbI), MAIIMEHTOB C TSKEIBIM (KpacHBIC CTOJIONBI) U
JIETKUM T€4YeHUEM (CUHHUE CTOJOLIbI) TeMOJIUTUYECKON aHEMUH.

IIpu 3TOM KOHLIEHTpALSI MUKPOBE3UKYJI KOPPEIUPYET C TIKECTHIO COCTOSHUSA
MAMEHTOB U CTENEHBIO TEMOJIN3A, & TAKKE C MTOBBIIIEHUEM CKOPOCTH POCTA CI'yCTKa.
Kauecmeenuvie xapaxmepucmuxu MuKpog8e3ukyi y nayuenmos ¢ 2eMoaumuieckol anemuetl

U y 300p08biX 000pPOB8OILYEE

JI1sl OLEHKH MPOKOAryJIsSTHTHON aKTUBHOCTHM MUKPOBE3HMKYJ, MUKPOBE3UKYJIbI
MAlMEHTOB U 3J0POBBIX JOHOPOB OBLIM CKOHLIEHTPUPOBAaHBI B 5-6 pa3 1o CpaBHEHUIO
C UCXOJHOM KOHUEHTpalueil myrem neHTpudyrupoBanus. Jlamee Obuia mpoBeaeHa
TUTPOBKA Ha MyJjie HopMalbHOH MPP mna3smel ¢ noGaBieHHUEM OT caMOM BBICOKOMA
koHieHTpaiuu 10 0 (nodasnenue 6ydepa A), IpUMEPHO € 1I1arom 2.

Mp1 BUIUM, YTO € pOCTOM KOHUEHTpauu (HochaTuIuiIcepruH-MoI0KUTENbHBIX
MUKPOBE3UKYJ CKOPOCTh POCTa (PUOPUHOBOIO CI'YCTKa OBICTPO BO3pAcTaeT (PUCYHOK
3). Yxe mnpu KoOHIEHTpanuu Be3ukyl okojio 2000 mTyk Ha MKI, CKOPOCTbH
MPEBBIIIAET BEPXHIOI TIpaHully HOpMbl. M 3TO mpu TOM, 4YTO TPOMOOLUTOB —
[JIaBHBIX KIJIETOK, MPEJOCTABISIIOUIMX CBOI IMOBEPXHOCTh MAJii COOPKU TJIaBHBIX
KOMIIJIEKCOB aKTUBALIMM CBEPTHIBAHUS, B HOPMAJIbHON KpoBU coaepxkutca B 100 pas
6onbire — 200 Thic/MKI. MHTEpecHO TO, YTO MBI HE HAILUIA 3aMETHOW pPa3HUIIbI
MEXIY MHUKPOBE3UKYJIAMH, LUUPKYJIUPYIOUIUMU B KPOBH MNALMEHTOB M 310POBBIX

mojei. OcCHOBHOM 3(ppeKT runepkoaryisiuu y NauueHToB 00yCIOBIEH PE3KUM
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Pucynok 3. ITapamerp T/] (crauronapHasi ckopocTh pocTa crycTtka (Vs)) B 3aBUCUMOCTH OT
KOHIIeHTpau  GochaTuANICEPUH-TIONOKUTEIBHBIX ~ MHKPOBE3WKYT - A W 0T
KOHIICHTPAIMH dPUTPOIUTAPHBIX MUKPOBE3UKYI - b 111 370pOBBIX JOHOPOB, MAIIEHTOB C
HACJIEJICTBEHHBIM  C(EPOIMTO30M W TMANWeHTOB C [P-TamacceMueil  (pe3ynbTaThl
MPEICTaBICHH B BHJEC YCPEAHEHHBIX KPHUBBIX, B KAueCTBE OIMMOKH yKa3aHO

CPEIHEKBAIPATUYHOE OTKIOHECHHE).

BO3pacTaHWEM KOHIICHTPAI[MH BE3UKYIL.
Cocmosinue cucmemol cemocmasa’y nayuennos cﬂ—maﬂaccefwueﬁ
B-tamaccemusi — 3a0o0yieBaHUEe, TP KOTOPOM BCJIEACTBUE nucOananca o- u f-
rTOOMHOBBIX IIETIeH MPOMCXOAUT MPEXKIEBPEMEHHOE paspylieHue spurpounta. s
TAJIACCEMUM  XApPaKTEPEH XPOHUYECKUU reMonu3. HM3BeCTHO, 4YTO TAKECThb
KIIMHUYECKOTO COCTOSIHUS, a BMECTEe C HHM CTENeHb TeMoiHM3a H PHUCK
TPOMOOTHYECKUX HAPYIICHHWA, MPOMOPIIMOHANICH IUCOANaHCy TJIOOMHOBBIX IEMEi.
Haubonee tsxénoit popmoit 3aboneBanus sBisieTcst 6oapias (Gopma TalacCeMHUH C
MyTanued B 000uX ajmiensix reHa -raoOMHA U MOJHBIM OTCYTCTBUEM €r0 CHHTE3a.
YyTh nerue nmpoTekaeT mpoMexxyTouHas popma MpHu HATUYUU CEPhE3HOTO CHUKCHHUS
cuHteza [B-rinobuHa. Manas dopma P-tamaccemuss ¢ Myrtanued B 1 amiene Kak
MPaBUIIO KIMHUYECKH MPOTEKAeT MATIOCHMIITOMHO, HAa0JIOIaeTCsl JIEeTKOE CHUKCHHE
CHHTE3a HOPMAJILHOTO B-T7I00MHA, a B aHaJIN3aX KPOBU aHeMHUs | CTeTeH .
Tpomb603 y 83pocnozo nayuenma ¢ 601buoU opmoul f-manaccemuu.
[Tarment (MyxunHa, 45 J€T) MOCTYNUI B OCTPOM COCTOSIHHHM TIO OCHOBHOMY
3a007€BaHUIO, BCE TECThl KoaryjiorpamMmbl mnamueHta u TOI Haxomuiauch B

NYara3oHe HOpPMajbHbIX 3HaueHuM, aumb AUYTB yka3piBamo Ha TMIOKOAryJssiLHIO
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(trabmuua 3, 1 u 2 touku). T/] npu mocTyrmiieHUH 1EMOHCTPpUpPOBAjIa YBEIUYEHUE 110
HavyaJIbHOM V1 U CTallMOHApHOU (aBTOBOJHOBOM VS) CKOPOCTAM pOCTa CryCTKa, TeEM
cCaMbIM TOATBEpXJasi JUTEPATypHbIE [AaHHbIE O CKJIOHHOCTH K TIOBBILIEHHOMY

CBEPTHIBAaHUIO KPOBHU y MAIIMEHTOB ¢ -Tasiaccemueit (tabnuia 2).

Tabauua 2. Touku KoaryiaoJoruueckoro MOHUTOPUHTA B3POCIIOTO MalKueHTa ¢ f3-

Tanaccemueit

Pedepencheie | 1 2 3 4 5 6 7
Tect

3HaveHust Touka TOYKA TOYKA TOYKA Touka TOYKA TOYKA
AYTB, cex 32-37 46 44 42 35 40 38 38
®ubpuHoTreH,

1,8-3,5 2,6 2,8 3,8 6,7 5,8 6,2 6
MT/MIT
D-ngumep,

50-250 185 217 26780 4490 2695 - 2471
MKI/MA
T, Vi,Mkm/Mun | 36-56 59 57 59 64 65 61 66
TH,Vs,mMkm/mMuH | 20-29 32 32 34 38 36 31 35
TOT, a, rpan 22-58 37,2 23,8 40,5 72,3 59.8 63,3 63,9
TOT', MA, MM 44-64 53,5 50 52,8 71,1 68,5 76,8 76,3

[TanenTy OblTa Ha3HAUYeHA CIUICHAKTOMHUS (yAaneHue cene3enku). Ha nepoie
CYyTKM Tociie omepauuu (3-s TOYKa KOaryJioJOrH4eCKOr0 MOHHMTOPUHIA) MalUEHT
HayaJl »ajoBaTrbCcsi Ha aOaoMuHanbHble Ooyid. OJHAKO, MPOCThIE KJIOTTUHIOBBIC
tectbl  (AUTB) ykaspiBanu Ha runokoaryisiuuto. [lo mnoxazanusim  TJ]
TUIEPKOAryJsilius  coXpaHsulach, a mnapameTpsl TOI' Takke BBHIIUIM B 30HY
runepkoarysiiuu. [lociae onepanuu Tak ke CyHIECTBEHHO BO3POCIU KOHIIEHTPALMH
¢ubpunorena u D-numepoB (Tabnuua 2).

Ha koHTposbHON pomnmieporpaguu OpraHoB OpIOIIHOM MOJIOCTH Tocie 7
TOYKM MOHUTOPHHIa ObLT OOHapykeH TpoMO0O3 B TIPOCBETE MOPTAIBHOU H
CEJIE3€HOYHOU BEH M Ha3HA4Y€HA COOTBETCTBYIOLIAS Tepanus. HyBCTBUTENBHOCTH T/1
UMEHHO K MPOCTPAHCTBEHHOMY pacCIpOCTPAaHEHUIO BOJIHBI (UOpUHA, YCKOpEHHE
KOTOpPOI CKOpee BCEro CBSI3aHO CO OOIBIIMM KOJUYECTBOM MHUKPOBE3UKYJ, KOTOPHIE
NaTOJIOTMYECKH 00pa3yroTcs Mpu [-TanacceMuu, MO3BOJIUIN OLEHUTh BBICOKHI PUCK
TpoMOO03a elle 10 ONePaTUBHOrO BMEIIATENIbCTBA.

Cocmosinue cucmemvl cemocmasa Y nayuenmoe 0emcKkoco eospacma c ﬂ—maﬂacceMueﬁ
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B wuccnenoBanue Obulo BKIOYEHO 49 MalMEHTOB JETCKOrO BO3pacTa ¢
JIMArHo30M [-Tajiaccemusi, U3 HUX 22 nanueHTta ¢ 60yp1oil popmoit (14 ManbuuKkoB
8 neBouek B Bo3pacte oT 1,5 mo 15 nmer, mMenmana Bospacta - 7 ner), 16 ¢
MPOMEKYTOUHOHM (hopmoii (8§ ManbuMKOB U 8 eBoYEeK B Bo3pacTe oT 1,5 no 14 xer,
MeauaHa Bo3pacta - 6 jet) u 11 ¢ manoit popmoit (5 ManbuukoB U 6 J1€BOYEK B
Bo3pacte oT 1 g0 9 ner, MenuaHa Bo3pacTa - 5 Jier). B kadecTBe KOHTPOJIBHOM
Ipynmbl Ucnojib3oBajack rpynna 102 ycioBHO 310poBbIX jered (62 manbunka, 40
JIEBOYEK, Me/IraHa Bo3pacTa & JeT).

N3BecTHO, YyTO pUCK TpombO3a y AeTeil ¢ P-TasiacceMHeil coCTaBIseT OKOJIO
5%, 9TO Ha HECKOJILKO MOPSIAKOB Bhillle, yeM B 001mieit nomynsiuu (0,0007%).
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Pucynok 4. [Tapametrp TOI Bpems peakuuu R(A) u nmapamerp T/l cTanrionapHasi CKOpOCTb
pocta cryctka Vs(b) y nereii ¢ B-ramaccemueit.

Cranpaptasie k10TTUHIOBBIE TecThl (AUTB u [1IM no KBuky) 3HauuTenbHO He
OTIIMYAJIMUCh Y  MAallMeHTOB  OT  KOHTPOJBHOW  TIPYyNIbl W OCTAKOTCA
HeuHpopmaTuBHbl(p>0.05). ['moGanpubiii Tect TOI' moka3bIBaE€T CTATUCTHUUECKU
3HAUYMMYIO Pa3HUIly Y MalMEHTOB C KOHTPOJIbHOM IPYMION, B TO BpEMs KaK pa3HHIlA
MEXIy IpyIIaMy MalUeHTOB CTaTUCTUYECKU HE JOCTOBEpHa (PUCYHOK 4, mIpHUBEACH
TOJIBKO MapaMeTp Bpems peakuuu R).

CkopocTh pocTa CrycTka NOKa3bIBa€T CTATUCTUYECKH 3HAYUMYIO Pa3HUILY

MEXIy TpylIiaMyd MAalMEHTOB, a TAaKXKe MEXJy MalMeHTaMd W TPYIINON YCIOBHO
3I0POBBIX JIETEW, YTO TAK)KE COOTHOCUTCA C KIMHUKOW 3a00jeBaHUs (PUCYHOK 4).

Taxxxe BrepBble omnpeeseHsl napamerpsl T /1 1u1s monyssauuu 310pOBbIX AETEH.
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CocmosHue cucmembl eemMocmasa y nayueHmos ¢ Hacie0CmMeeHHbIM Chepoyumo3om

B wuccnenoBanne BKIHOYEHO 62 manMeHTa € JMArHO30M HACIEICTBEHHBIN
cheponutos. TlanueHTsl ¢ TEMOTUTUYECKON aHEMUEH ObLTHA pa30UThI HA 2 TPYIIILL: B
COCTOSIHUM TeMOJUTHUYECKOro Kpu3a (28 mamueHToB, 18 manpunkoB u 10 geBoyex B
Bo3pacte oT 0,5 mo 17 ner) u BHe remoiuthueckoro kpuza (34 mamnuenta, 20
MajgbuuKkoB U 14 neBouek B Bospacte oT 1 no 17 n;er). I'emonmutuueckuii kpus

XapaKTCPU30BAJICA MW OCTPbBIM YCHIICHUCM I'€MOJIM3a C YXYJAIICHUCM KIMHHUYCCKOI'O

COCTOsHUNA.
A b
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Pucynok 5. Ilapamerp TOI' Bpemsi peakuuu R (A) um mapamerp TpomMOOIUHAMHUKU
(crarmonapHasi CckopocTh pocta cryctka Vs) (B) y gereii ¢ HacneaCTBEHHBIM
cheporuTo3oM.

Cranpaptasie ki1oTTUHTOBbIe TecThl (AUTB u 11 no KBuky) He oTinuyanuch
3HAUUTEIBHO OT KOHTPOJBHOM IPYIIbI y MalKUeHToB B obeux rpynnax (p<0,05). B
Ka4eCTBE KOHTPOJIBHOM I'PYIIbI UCIOJIb30BaJaCh IPyMa yCIOBHO 3J0POBBIX AETEH,
ONMCAHHAs BBIIIIE.

Bce napametpsl TOI' mauMeHTOB HAXOAWIKCH B 00JIACTH TUIIEPKOATYJISILIUU 110
CPaBHEHMIO C KOHTPOJILHOU IpyIIoN (PUCYHOK 5, mpeicTaBieH napamerp R).

CKopoCTh pocCTa CryCTKa TaKX e ITOKA3bIBA€T CTATHCTUYECKH 3HAYUMYIO
CKJIOHHOCTB K ITOBBIIIIEHHOMY CBEPTHIBAHMIO B IPYyNIIE MAIMEHTOB BO BPEMS KpH3a IO
CPaBHEHMIO C TPYNNOW ITallMEHTOB BHE TIE€MOJUTHUYECKOTO KpHU3a, MOATBEPXKAAS

MCXaHHU3M CBA3HM MCKAY Pa3pyLICHUCM OJPUTPOLUTOB M YBCIWMUYCHHUEM CKOPOCTHU
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JBUKEHUSI BOJIHBI TeHepaluuu (puOpHHA B MPOCTPAHCTBEHHOW JIHMHAMMKE Ipoliecca
(PUCYHOK 5, IpeCTaBIEH TOJIBKO apaMmeTp Vs).
Cocmosnue cucmemsl 2eMOCMasd y NAyUeHmMo8 ¢ OCIMpbIM TUMPOONACTHBIM TIeUKO30M

B uccnegoBanue BriroueHo 73 pebGeHka B Bo3zpacte oT 1 roga mo 17 ner (45
MaJIbuYMKOB, 28 JI€BOUEK, MEMaHa BO3pACT 5 JIET), MOJyYaroluX CHenupUuIecKyro
Tepanuio 1o mnpotokoiny ALL-MB-2015. 3abop KpoBH OCYILIECTBISJICS Ha Tpex
Kypcax KOHCOJIMJIALUU, KaXbli U3 KOTOPBIX 3aHUMAaeT 6 Henenb. B cooTBeTCTBUU C
npotokosnioM ALL-MB-2015 L-acmaparnHasa BBOAWIACH E€XKEHEIEIBHO. XOPOIIO
U3BECTHO, 4TO L-acmapuransa BeJeT K CHWXXEHHUIO CHUHTE3a Kak Mpo-, TaK H
AHTUKOATYJSHTHBIX (hakTOpOB cBepThiBaHUs. Bcero mpegycmorpeHo 10 Touek B
TeueHue 1, 2 1 3 KOHCONIMIAIMU: B HaYalie Kax0ro 0JoKa J0 JIeYeHUsl, B CEpeuHe U
KOHLIe 0JIoKa rocJe BBeaeHus L-acnaparunassl.

TpomboTrueckue ocinoxuenue Ha Y3U 3apeructpupoBansl y 40 manueHTOB
(55%): 5 tpom0bo30B cumnTomatuueckue (9% oOT Bcex TPoMOO30B), OCTaJIbHBIC
ACUMIITOMaTHYECKUE KaTeTep-aCCOLUMUPOBAaHHBIE TPOMOO3bI, OOHApPYKEHHbIE MpPH
KOHTPOJIBHOM uccaenoBanuu Y 31.

B 51% Ttouek Bcex mnamueHToB Habmonaerca ymiunenne AYUYTB, B 41%
camkenue koHueHtpauuu ATIII u B 72% cHuxkeHue KoHLEHTpauuu puOpHUHOTeHa,
YTO XOpPOLIO COOTHOCUTCS € M3BECTHBIMU (akTaMU O CHMKEHUH (PaKTOPOB
CBEpPThIBAaHUS U E€CTECTBEHHBIX AaHTUKOAryJISIHTOB Ha (QoHe Tepanuu L-
acrmaparmHasoii . AUTB u gpyrue craHgapTHbIE TECTbl HE YYBCTBUTENIBHS K
CHUKEHUIO €CTECTBEHHBIX aHTHUKOATryJSHTOB M K COCTOSIHUIO THIEPKOAryJsilUH, HE
oTpaxasi ri00ajdbHYI0 aBTOBOJIHOBYIO KAapTHHY Ipoliecca CBEPThIBAaHUS KpoBU. D-
IUMEp, KaKk MapKep JU3Kca CrycTKa, NoBbileH B 15% Touek, B Ipyrux ke OCTaeTcs B
npejaesnax HOpMbI.

TOI' u3mepsier »smacTOynpyrue CBOMCTBA KPOBM M OYEHb YYBCTBUTEJIEH
JOTIOJTHUTENBHO K KOJUYECTBY KJIETOK KPOBH (IPUTPOLMTOB M TPOMOOIMTOB), a
TaK)Ke K KOHILIEHTpaluuu puOpHHOreHa, KoTopbele CHUKatoTcs y nauueHtos ¢ OJIJI Ha
Tepanuu, TModToMy mnpumepHo 34% BceX TOYEK HaxXOAWIOCh B 00JacTu

TUIMIOKOATyJISIIIUY KaK MAllUeHTOB ¢ TpOMOO03aMHu, Tak U 0e3 (PUCYHOK 6, TIpeiCTaBIeH
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napamerp Bpemsi peakmuu R). OO6mas kaptuna mno TOIIT  ocraBanach
MaJOMH(pOPMATUBHON Ha (hOHE Pa3BUTHUS TPOMOO30B Yy ITOW KAaTErOPUH MALIUEHTOB.

B 10 xe BpeMsa T/l — enuHCTBEHHBIM INapameTp, OLICHUBAIOIIUN BOJHOBYIO
COCTABJIIIOUIYIO IPOCTPAHCTBEHHOIO pACHPOCTPAHEHUs CryCTKa, YyKas3blBacT Ha
MOBBIILIEHHBIA PUCK TPOMOO30B MEPUOJIUYECKH Y BCEX MAI[MEHTOB. DTO MPOSBIAETCS
B YBEJIMYEHUU CKOPOCTEH MPOCTPAHCTBEHHOIo pocta (GuOpHHA, yKa3blBas Ha

runepkoarysinuio B 80% Touek o Ha4aJIbHOW CKOPOCTH U 64% ToYek 1o
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Pucynok 6. Ilapamerp TOI' (Bpems peakuuu R) (A) m mapamerp TJI (ctanumonapHas
ckopocTh pocta cryctka Vs) (b) y aereit ¢ OJIJI B mpouecce Tepanuu. KpacHbie 60KChI —
rpymIa NaieHToB ¢ TPOMO03aMHu, YepHbIEe OOKCHI — rpyMa MaueHToB 6e3 TpPOMOO030B.

CTalMOHAPHOM CKOPOCTU (PUCYHOK 6, mpejacTaBiieH napamerp Vs). CpaBHeHHE rpym
MalKeHTOB C TPoMOO30M (KpacHbIe TOYKH) U Oe3 (U4epHble TOUKH) B JUHAMUKE HE
MOKa3aJ0 CTaTUCTUYECKU 3HAUYMMBIX paziauuuit (p>0,05). Ceiluac equHCTBEHHBIM
[IapaMeTpoM, KOTOPBIM HCHOJIB3YETCA JJIg OLIEHKH pPOCTa THIEPKOAryJisiuu,
apisierca KoHueHntpauus ATIII. beumm BeimeneHsl 2 rpynmnbsl ¢ HOPMaJIbHOM M CO

cHmkenneM koHueHtpanuu ATIII (taGouna 3).

Tabmmuna 3. CoBOKYyITHOCTB ITOKa3aTeNeN CKOPOCTh pocTa crycTka B T/1, KoHIeHTpanus
ATIII, xonnenTparusi D-qumMepa u IpoleHT TpomMoOo03a.

CKopocTh pocTa crycTka Vs, I[Ipouent Tpomo603a,
Antutpomoun 111, % D-aumep, Hr/mJ
MKM/MHUH %

NOBbILIEHA HOpMa 53%
IIOHNXKCH

MOBBIIIIEHA/HOpMa MOBBILIEH 16%
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NOBbIILIEHA HOpMa 45%
HOpMa

HOpMa MIOBBIIIIEH/HOpMa 12%

*OKpalleHHbIM 0003HaY€eHbI IPYIIIBI ¢ BHICOKUM PUCKOM TpoMOo03a

CoBMeCTHOE PAacCCMOTPEHHE HCCIENYyEeMbIX MapaMeTpoB (Tabiuna 3) MO3BOJIUIIO
BBIICJIUTh 2 MOATPYMIBI, B KOTOpbIX Habmonanoch 53% u 45% TpoMOOTHUECKHX
OCJIO)KHEHHH, HE3aBUCUMO OT CHUYKEHHUS WJIM HOPMAJIbHOTO 3HaYEHUsI KOHLIEHTPaluu
ecrectBeHHOTrO aHTukoaryyssita ATIII, onnako npu runepkoarynsunu no T/, ITpu
COXpaHeHUM (YHKUMHU JM3Mca — IMOBBIMIEHHMM Mapkepa jauszuca D-aumepa — y
NAMEHTOB C THUIEpKoaryiasuued HaOMro1aiacs MEHBIIMM MPOIEHT TPOMOO30B.
[ToaTOMy BO3MOXXHOCTh OLICHHTbh MPOCTPAHCTBEHHYIO JUHAMUKY OOpa30BaHUs
¢ubpuHa, KOTOpas 3aBUCUT HE TOJBKO HANpsIMyl0 OT KOHILIEHTpAalUUU Mpo- U
AHTUKOATYJISIHTHBIX (DAKTOPOB CBEPTHIBAHUS KPOBU, HO YUUTHIBAET U OMO(PU3NYECKHE
MEXaHU3Mbl pacrpocTpaHeHuss (UOPHUHOBOrO CryCTKa B MPOCTPAHCTBE, MO3BOJISET
YBUJETh 3HAUMTEJIbHbIE TUIIEPKOATYJISIUUOHHbIE TeHACHIMN y nauueHToB ¢ OJIJI u
BBIJICJIUTH TPYIIIBI pUCKA.
3akiroueHue

B nacrosmeil pabote uccieoBaHbl MEXaHU3MbI Pa3BUTHS TUIIEPKOATYJIISILUN Y
HNAlMEHTOB Pa3IU4YHOro Mpoduis ¢ MOMONIbI0 OMOPU3UMUYECKUX METOJIOB OLEHKH
COCTOSIHUSI CHCTEMBbl CBEpPThIBaHHSA KpPOBH. BBUIO TMOKa3aHO, YTO CYIIECTBEHHBIN
BKJIaJl B OTOT TMPOLECC BHOCUT POCT KOHUEHTpAMU MPOKOArYJSIHTHBIX
MUKPOBE3UKYII.

HccnenoBanrie CBOMCTB BbIIECNEHHBIX U3 MJIa3Mbl MALIMEHTOB C TEMOJIM30M U U3
IUIa3Mbl  3JJOPOBBIX JOOpPOBOJIBLIEB MHUKPOBE3HMKYJ I0Ka3aj0, YTO OCHOBHOM
NPUYMHOM MOBBIIIEHUS! CBEPTHIBAHUS U PUCKA PA3BUTHUS TPOMOO3a SIBISETCS UMEHHO
NOBBIILIEHUE KOJMYECTBA MUKPOBEIIMKYJ, a HMX TMPOKOAryJsHTHBIE CBOMCTBa Y
NAlMEHTOB U 3JJOPOBBIX JIOJEH 3HAYMMO HE Pa3InyaroTCs.

BrniepBble moKa3aHo, 4TO CKOPOCTh pacnpocTpaHeHUs: GUOPHUHOBOIO CrycTKa B
OPOCTPAHCTBE SIBJIAETCS YYBCTBUTENIbHBIM OMO(PU3MUECKMM MApKEpPOM Jisi OLEHKH
NOBBIIIEHUS  CBEPTHIBAHMUS  MPU  TEMOJMTHYECKMX  aHEeMHMSIX U OCTPOM

muM(pOOIaCTHOM JieiiKo3e. A COBOKYIHOCTh M3 MapaMeTpoB, CKOPOCTh pocCTa
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crycrka, KoHueHtpamuss AT III m D-gumepa COBMECTHO MOTYT CIYKHUTb

MHTETPAJIbHBIM IIOKA3aTENeM JUIs OLEHKM pPHUCKA PA3BUTHUS IKU3HEYTPOXKAIOIIUX

TPOMOOTHYECKUX OCIOKHEHUN Y IET€W ¢ OCTPHIM JIUM(POOIACTHBIM JIEHKO30M.

BbiBoabI

1. CranpapTHble TECTbl BPEMEHU CBEpPTHIBAHMS, IIUPOKO NPHUMEHSEMBIE B
KJIMHUYECKOM MPAaKTUKE, HE YYBCTBUTEIbHBI K AKTUBAIIMM CBEPTHIBAHUSA KaK Y
NAlUEHTOB ¢ TeMOJUTUUYECKUMU aHEMUSIMU JIake B OoCTpoi (paze 3a0oseBaHUs ¢
BBICOKMM pHUCKOM Tpom0Oo3a, Tak ¥ y mnamueHtoB ¢ OJIJI. Bonee aaexBaTtHO
PETUCTPUPYIOT Pa3BUTHUE TMIEPKOATYJIALMU HHTETPAJIbHBIE TECTHI I'EMOCTa3a, B
MEePBYIO OUepelb, CKOPOCTh pocTa PUOPUHOBOTO CTYCTKA.

2. [lokazaHO, 4YTO B OCHOBE MEXaHHW3Ma pPa3BUTUSA THUIIEPKOATYISLUOHHOIO
COCTOSIHMSA y TALUHUEHTOB C TE€MOJUTUYECKUMU AHEMHUSMH JIEKUT YBEIUYEHUE
KOJIMYECTBA MPOKOATYISTHTHBIX MUKPOBE3UKY!I.

3. [IpokoaryJisiHTHbIE CBOMCTBAa MHUKPOBE3HMKYJ 3HAYMMO HE OTJIUYAKOTCS Yy
NAIHUEHTOB U Y 30POBBIX JIOHOPOB.

4. IIpenioxxeH HOBBIM MHTErPAIBHBIN MOKA3aTeNb I OLEHKU PUCKA pealIbHBIX
TpOMOOTHUECKUX OchoxkHeHud y nereit ¢ OJUJI, momyyaromux Tepanuio Mo
nporokony ALL-MB-2015. KomOuHanuusg u3 mnokazareieil CKOpOCTH pocTa
CI'YCTKa COBMECTHO C KOHUEHTpauueu D-nmumepa mo3BOJSET BBIAEIUTH TPYIIILY
nanueHToB ¢ OJIJI, B KOTOpoil puCK TPOMOOTHMYECKHUX OCIOXKHEHHH B 3 pasa
BBILIE, YEM Y MMAIIUEHTOB C APYTUMH MOKA3aTENSIMU ITUX TECTOB.
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CHHCOK HCINO0JIb30BAHHBIX COKPAIleH Ui

AUYTB — akTUBMPOBaHHOE YaCTUYHOE TPOMOOIIIIACTUHOBOE BpEMS,

ATIII — antutrpom6us III,

[N no KBuky — nporpomMOuHOBbIN HHAEKC 110 KBUKY,

Tl — TpoMOOIMHAMUKA,

TI'T — TecT reHepanuiu TpoMOMHa,

TOT" — tpomboanacrorpadusi,

Vs — cTanioHapHasi CKOpOCTh pOCTa CTyCTKa,

R - Bpems peaknus,

MA — makcumasnbHasi aMILUIMTY 1A,

JIAI' — makTataeruaporeHasa,

MP — MUKpPOBE3HKYJIBI,

MPP — cBoOogHast OT MUKPOBE3UKYJI IIa3Ma,

PFP — cBoGoHAS OT TPOMOOIIMTOB TJIa3Ma,

PPP — mna3ma, 6ennast TpoMOOIIMTaMU,

OJUI — octperit mtumpoOIaACTHBIN JTIEHKO3,

VY3U — ynbpTpa3ByKOBOE UCCIEIOBAHUE.



