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Tp0M60Ll,I/ITbI BbIMOJSTHAIOT MHOIOYUCIIEHHbIE BaXXHble prHKLlVIVI He TONbKO B npoueccax HopMasibHO-
ro oYHKLMOHMPOBaHUS CUCTEMbI FTEMOCTa3a, HO 1 B APYrMX M3MONOrMyecKmx npoLueccax: perynaumm
LIeJIOCTHOCTM COCYAMCTOM CTEHKM, pereHepaLmm NoBpexaeHui, BocnanutesibHoM oTeeTe. HapyLueHne
MX paboToCNocoBHOCTM MPOUCXOANT MPY MHOTUX 3ab0NeBaHNAX 1 COCTOAHUAX (BKMIOUas OHKOreMaTo-
NOrMyeckue, BOCManmTeribHble, ayTOMMMYHHbIE 3a0051eBaHIs, CONMAHbIE OMyXOmM, CEncuc), NPoBoUMpY-
€TCsl TPaBMaMu, NTEKapCTBEHHBIMU NMpenapaTaMu U MOXKET BECTM K OMacHbIM MOCMEACTBUSAM — KPOBOW3-
nMAHKUAM 1 Tpombo3aM. OBHaKO MHCTPYMEHTbI A1 OLIeHKU PYHKLIMOHAMbHOWM aKTMBHOCTM TPOMBOLIMTOB
KpallHe orpaHuyeHbl, fa U NPeACTaBleHne 0 TOM, UYTO Takoe (DYHKLMOHAbHasi aKTUBHOCTb TpOMboLMTa,
He AOCTaTOYHO YyeTkoe. B naHHOM 0630pe paccMoTpeHbl OYHKLMM TPOMBOLMTOB, UX HapYLLEeHUs, BO3-
MOXHOCTM UX OLIEHKM CYLLIECTBYIOLLMMU METOLAMM, @ TaKKe NEePCreKTUBHbIE HAaNPaBIeHNs UX PA3BUTHS.
KnioueBble cnosa: ¢hyHKUMs TPoMbBOLMTOB, reMOCTas, MPOTOYHAs UMTOMETPUS, KPOBOTeYeHMe,
Tpomb03, TpoMbounTONeHNS
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Platelet functional activity: physiology and laboratory
diagnostic methods
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Platelets perform numerous important functions not only in the process of normal functioning of hemostatic system, but also in
other physiological processes, such as: vessel wall integrity regulation, wound healing, inflammatory response. Its malfunction
can be found in various diseases and conditions (including oncohematological disorders, solid tumors, inflammatory diseases,
sepsis, autoimmune disorders), is triggered by injury or medications and can lead to dangerous consequences, such as bleeding
and thrombosis. However, platelets functional activity quantity assessment tools are extremely limited, the perception what
platelet functional activity is about is also quite unclear. This review considers platelets function, its' abnormalities, possibilities
for its" assessment by existing methods as well as promising directions for their development.
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OLLeHKe pofv TPOMBOLMTOB B COBPEMEHHON Mean-

LMHe CyLLecTBYeT Hekuii napanokc. C ogHow cTo-

POHbI, BAaHOCTb UX POSIM HECOMHEHHa: NpU MHO-
MUX COCTOSIHUAX, 3aB0MeBaHUsAX, BIUSHUM NaTOreHHbIX
(paKTOpOB, BLIMOMHEHUM psifa Npoueayp HapylueHue
PYHKUMOHMPOBAHMA TPOMBOLIMTOB MPUBOAUT K TsKe-
nbIM NocneacTeusM (Hanpumep, Npy oHKOreMaTonoru-
uecknx 3abonesanusx [1], cencuce [2], Tpasmax [3],
Y HEOOHOLLEHHbIX HOBOPOXAeHHbIX [4]). C apyroit cTo-
POHbI, B MofaensioleM BOMbLUMHCTBE Crlyyaes naum-

EHTY Ha3HaualoT 0BLMIA aHanu3 KpoBu, AalOLLMIA Npeq-
CTaBfieHMe NuLb O KONM4ecTBe TPOMOOUMTOB. TecCTbl
hYHKLMOHANbHOM aKTUBHOCTM TPOMBOLIMTOB Ha3HavaloT
TOMbKO MPUW HacnencTBeHHbIX AedpekTax nx yHKUMN U
MPOBOAAT B CMELManu3nMpoBaHHbIX AMArHOCTUYECKMX
LieHTpax.

B HacTosiLem ob3ope ocBelleHa npobnema oueHKM
hyHKLMOHAMNBHOW aKTUBHOCTU TPOMBOLMTOB M pacCcMo-
TPEHbI NMEPCMNEKTUBHbIE HAMpPaBfeHUs Pa3BUTUSE B 3TOW
obnacTu.
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®usnonorms reMocrasa: YTo Takoe

¢yHKUMOHanbHas aKTMBHOCTb TpoMbouuTOB?

MpencTaBneHnss O MexaHW3Max remocrtasa bbinm
CYLLECTBEHHO MepecMoTpeHbl 3a nocnegHue 10 ner.
[eMOCTa30M Ha3blBalOT COBOKYMHOCTb BCeX (PU3MOO-
MMYECKUX NPOLLECCOB, 0BecneunBaloLLMX OCTaHOBKY KpO-
BOTEUEHUA NpK paHeHusX, yumbax, HapyLleHun LenocT-
HOCTU MEXKITETOYHBIX KOHTAKTOB COCYAMCTON CTEHKU U
MioBbIX OPYyrmMx CUTyaLmsaX, CBA3aHHbIX C KPOBOTEUEHMS-
MW 1 KPOBOM3MNUSHUAMM, NMOAAEPIKAHNE PEOSIOrUM KPOBK
¥ pacTBOPEHVE TPOMBOB, BbIMOMHMBLLNX CBOIO (DYHKLIMIO.
B 3aBMCKMMOCTM OT TMMa KPOBOTEYEHWUS BO3MOMKHbI pa3-
NNYHbIE CLIEHApUM Pa3BUTUSA AaSlbHEWLLNX COBbITH.

Knaccuyeckuin remoctas Mpu paHeHUU BKIOYAET
TPU OCHOBHbIX MEXaHW3Ma. Ba30KOHCTPUKLMSA, hopMuM-
poBaHue TpoMbouuTapHoro arperata u hopMupoBaHue
hrnbpUHOBOrO CrycTKa B pe3yfibTaTe akTUMBaLMKU Kacka-
na ceepTbiBaHua [5]. TpoMBOLMTLI MOSIHOCTbLIO peanusy-
0T BTOPOM MYHKT M UrpaloT BaxHble PONnu B ABYX APYrUX
— 11 Ba3OKOHCTPWKLMSA, M CBEPTbIBAHWE KPOBW B OFPOMHOW
CTeneHu perynupytotcsa TpombounTamu. PopMrpoBaHmne
naTonornyecknx TpoMbOB, Mpoucxopsiiee B OTCYT-
CTBME NOBPEKAEHWUS COCYANCTON CTEHKMU, MO-BUAMMOMY,
MPOXOAMUT MO CLeHapusM, He BrOJSIHE COBMAJaloWMM C
dropMupoBaHMeM TPOMOOB B Cllyyae MOBPEXAEHUSI CO-
CYLMCTOMN CTEHKM MPU HOPMaribHOWM paboTe cUCTeMbI re-
MocTasa [6]. KpoMe Toro, ecTb psin HEreMocTaTuyecKux
dpyHKUMIN TpoMBouuTa (ydacTve B mpoueccax aHrmore-
Hesa [7], socnanenus [8], perenepaumm [9]), KoTopbie
He obcyxpaloTcs B faHHOM 0b3ope.

TpomboyntapHbiii remoctas. OCHOBHble 3Tarbl
K/lacCMYecKoro reMocrtasa: TOpMOsKeHne TpoMbounToB
B MecTe MOBPEeOEHUs, UX aKTuBauus, cTabunmsauus
NepPBUYHON afresnu, TOPMOXKEHNE HOBbIX TPOMBOLIMTOB
MPU CTONKHOBEHUU C YKe MPUKPENUBLLMMUCS TPOMBO-
LMTaMU, UX aKTUBaLMS U CTabunmsaums nonyymsLLerocs
arperarta.

Mocne noOBpesKOEeHUs COCYOMCTOW CTEHKMU Benku
cyb3HOOTeNIManbHoro MaTpukca MPUXOOAT B KOHTaKT
C Kposblo. Unpkynupylowmin B kposu chaktop Bunne-
BpaHOoa CBA3bIBAETCA C KOMMAreHoM M pasBopayvBa-
eTCA MOTOKOM KpoBM, paboTas Kak MexaHOCEHCOp W
«TOPMO3HOM KaHaT» ana TpombouwToB. TpombouuThl
cBA3bIBalOTCA € dhakTopoM BunnebpaHpa yepes aare-
3MOHHbIM peuenTop rnmkonpotend (M) Ibo [10]. 3to
B3aMMopeincTBMe AOCTaTouyHO cnaboe, OHO Mo3BONSET
Tpomboumntam MeaneHHo (1-4 MkM/cek) kaTUTbCs Mo
MEeCTy MOBPEXOEHMS, HO He [aeT CTabunbHOW afnresuu
[11]. Nocne 3Toro NeperUHOrO Lara NPOUCXOAUT aKTU-
BaLMs TPOMBOUMUTOB (MPEmnonoKMUTENbHO, C MOMOLLbIO
KonnareHosoro peuentopa M VI) [10, 12]. 3to Benet
K aKTMBaLUMM PeLenTOpOB-UHTErPUHOB, KOTOpble MOA-
OepsKMBalOT CTabUIbHOCTb afre3um 3a CYeT CBA3bIBa-
HWS CO CBOWMMM NWraHAaMM Ha CTeHKe cocyna (MHTerpuH
allbB3 — ¢ cakTopoM BunnebpaHaa, nHTerpuH abpl —
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C h1BPOHEKTMHOM, UHTErpUH 0231 — ¢ konmareHom) [13].
NanbHenwmin  poct TpombouMTapHOro arperata
MPOWCXOAMT MO TOW e CXeMe afresuu, 4To 1 ero UHu-
Lmaums: cTabuibHO 3aKkpenneHHble TPOMBOLUMTbI CBA3bI-
BalOT U3 KpoBu chakTop BunnebpaHna, a HoBble TPOM-
BounTbl CBA3LIBAIOTCA C HUM. PasHuuUa COCTOWT TOMbKO
B TOM, YTO aKTMBaLMA MPOWCXOAMT He OT KosnnareHa
(Tak Kak OH 3aKpbIT MepebiM CrioeM TPOMBOLMTOB),
a OT pacTBOPMMbIX aKTMBATOPOB afeHo3vHpudocdaTa
(AL®) u TpomBokcaHa A2 (TXA2), KOTOpbIX TPOMBOLIM-
Tbl BbibpacbiBaloT npu akTuBaumn. CtabunbHas agresvs
pocTuraetcsi npeuMmyLlecTBeHHo bnaropapsa ollbB3,
coeguHsiioLleMy TpoMbounTbl Yepes donbpuHOreHoBble
«MOCTWKW>. [lOMOMHUTENBHO OCTaHOBKY KPOBOTEUEHMS
obecrneuvBaeT Ba3OKOHCTPUKLMA, Bbi3BaHHasa TXA2 u
CEpPOTOHWMHOM, CEKpeTMpYeMbIMU 13 TpoMbouuTos [14].

HakoHel, akTvBauus CBepTbiBaHUsI KpoBu obecne-
ymBaeT (HOPMMPOBAHME MPOYHOIrO FEMOCTATUYECKOro
Hapbepa 13 cunbpunHoBoro rensd. TpoMbouuTbl yyacTBy-
0T B CBEPTbIBaHNM KPOBW Tpems crnocobamu: 3KCMNOoHU-
pOBaHWe MpoKoarynsHTHoW noeepxHocTw [15], cekpe-
ums cbaktopa V us a-rpaHyn [16] u npsimMas akTuBauus
CBepTbIBaHMSA MO KOHTaKTHOMY nyTu [17].

AkTuBaums TpombounToB. [MOCKOMbKY aKTMBaLUA
TpoMbounTa — KPUTUYECKUIA KOMMOHEHT ero usmo-
fiorvn, ee crnepyeT paccMOTpeTb OTAenbHO. B3awnmo-
pencteune [T VI ¢ cybaHgoTenvanbHbIM KoffareHom
Bbl3blBaeT POPMMPOBAHME AKTMBALIMOHHOMO CUrHana u
nepenavy ero BHyTpb TPOMOOLMTOB C MOMOLLbIO CUCTE-
Mbl BTOPWMYHbIX MOCPERHWKOB. B pesynbTaTte npoucxo-
OMT MOBMNIM3aLMA MOHOB KambLMS U3 BHYTPUKIIETOUHbIX
MECT XpaHeHus — MNoTHON TyBynapHol cuctembl. Kanb-
LM yyacTByeT B Pa3fMyHbIX NPOLEeccax BHYTPUKIIETOY-
HOM CUIHanM3auumn, a TakKe NPUBOAWT K BbIXOAY OTpU-
LlaTenNbHO 3apsiKeHHbIX 0CONMNMA0B Ha MOBEPXHOCTb
TpombounToB. OTpuuUaTenbHbIA 3apsii BHELUHErO CIos
MeMBpaHbl HeobxoauM AN npeBpaLLeHns NpoTpoMbuHa
B TPOMBUH Yepes Kackap ceepTbisaHus [18].

KpoMe Toro, npoucxoamT 9K30LMTO3 COAEPIKUMOro
0~ 1 MNOTHbIX FPaHyrs. BeibpoLueHHble BeLlecTBa, B CBOIO
ouepefnb, MO NPUHUMMNY oBpaTHOW CBA3M BO3AENCTBYIOT
Ha CBOW peLenTopbl Ha MOBEPXHOCTV TPOMBOLIMTOB, YCU-
NMBas UX aKTMBaLUMIO, @ TaKKe aKTMBMPYIOT COCefHue
nokosiLmecs TpombouwnTbl. Ewe opuH cnocob npuene-
yeHus TpoMbounTos — cuHTes TXA2 de novo. MNoxanyw,
CaMbl HarnAoHbIN pesynbTaT akTuBauMm TpoMboLMTOB
— 3TO M3MeHeHne ux OOpMbl C AUCKOMOHOM Ha cdhepw-
yeckylo ¢ 0bpa3oBaHMEM MHOMKECTBa MCEBAOMNONNA, KO-
TOPOE NMPOMCXOAMT 3a CYET PEOPraHN3aLMn aKTMHOBOIO
untockeneta [19].

HakoHel, akTvBauWsi TPOMBOLIMTOB NMPUBOLAUT K KOH-
dhopMauwmoHHoMy nepexogy M lIb/llla 3 HeakTUBHOI B
aKTVBHYI0 POpMy, B pe3ynbTaTe Yero OH nosyyaeT cro-
COBHOCTb CBA3bIBaTb pacTBOPUMbIN OubpUHOreH nnas-
Mbl kpoBu [20].
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HapyweHue dpyHKUMM TPOMBOLMTOB: YUTO BaXKHO?

lMpaKTUyeckn Ha BCe NepeyncrieHHble Bbille yHK-
UMM TpoMmboumMTa MOryT OKasbiBaTb BIIMSIHUE TEHETU-
Yeckune HapylleHusi, npuobpeTeHHble 3abonesaHue,
TPaBMbl M TepaneBTMUYeckue Bo3pencTaus. [lpu reHe-
TUYECKUX HapyLUeHusX LeddeKTbl PyHKUMI Tpomboum-
TOB MOryT ObITb KaK U30/IMPOBaHHbIMK (TpoMbacTeHus
[MaHuMaHa, obycnoBneHHas [edUUMTOM WHTErpuHa
ollbB3), Tak U coueTaHHbIMU (HapyLLEHUA CUTHAMbHBIX
nyTei, Benylwme K aedpektam aktmeaumm) [21]. Jlekap-
CTBEHHble BO3NENCTBUA (Hanpumep, MHrMbuUpoBaHue
aKTMBaLMM TPOMBOUMTOB MOPYTMHWOBOM) nopaBnsioT
LLUMPOKMIA Kpyr TPOMBoUMTapHBIX (PYHKLMWIA, 3aBUCSLLMX
OT aKTUBaLMK KomnnareHoM. HapyLuenns doyHKLUun Tpom-
BoUNTOB Y HELOHOLLEHHbBIX HOBOPOKAEHHbIX, MPU TPaB-
Max, ayTOMMMYHHbIX W OHKOreMaTofornyeckunx 3abone-
BaHMAX 0DbIYHO HOCST KOMMJIEKCHBIV XapakTep U MOryT
BbITb CBA3aHbI B TOM UKCHe U C peddPaKTEPHOCTbIO UK
MpesakTMBMPOBAHHOCTbIO.

HapyLueHns dyHKUMA TpoMBOUMTOB HepaspbIBHO
CBA3aHbl C NPOBNeMOoN MX KOHLEHTPaLMW: HOpMasibHbIv
ovanasoH coctasnseT 150-450 Tbic. B MUKpPONUTpE,;
TPOMBOLMTONEHNIO AMarHOCTMPYIOT (C oroBopkamu) npu
3HaueHnsx MeHee 100 TbiC./MKI, HO FpaHULA KNUHUYE-
CKUX NpobrieM B BOMBLUMHCTBE CrTyYaeB NeXUT B 0bnacTy
Huske 30 Tbic./MKN. TakuM 06pa3oM, B CpeHeM y Yerno-
Beka B 10 pas bonblue TpomMbounToB, YeM HeobxoaMMO.
MoHO MpennonoxuTb, Yyto Bnarogaps 3TOMy B 3HAUU-
TENbHOW CTEMEHW CrnaxuBaloTcst aedekTbl TpoMboum-
TOB. 3TO BefET K TOMy, 4TO 60sbLIas YaCTb BPOKAEHHbIX
M30MMPOBaHHbIX HapyLUEHWA OYHKLMKM TpOMBOLMTOB,
[asKe OTHOCWTENbHO Cepbe3HblX, TaKUX Kak Tpomba-
cTeHun naHuMaHa (oTcyTCcTBME BepyLlero peuentopa
arperaumm), MeeT MArKUIA U PeKO YrPOSKAIOLLIIA SKUSHM
heHOTVN KPOBOTEYEHWIA. [1py HEM30MPOBAHHBIX Hapy-
LUEHMAX 3TO MPUBOAUT K TOMY, UTO KIIMHUYECKN 3HAUM-
Mble fedheKTbl OyHKLUMM TPOMBOUMTApHOro reMocrasa
B NopaBnsioLleM DOMbLUMHCTBE Clly4YaeB OKa3sbiBalOTCA
KOMBuHaumen cobCcTBeHHO pedpekTa TPOMBOLMTOB U
CHUMKEHMA UX KOHLEHTpaumn. 370 OfHa M3 caMbix ce-
pbe3HbIX NMpobnemM mpu MCMoNb30BaHUN arperomMeTpum,
KoTOopas He paboTaeT NPy HU3KMX KOHLIEHTPaLMAX TPOM-
BouwuToB.

MpaKTUyeckn BCe NepeuncrieHHble Bbille yHKLMM
TpebyloT OLEHKM ANsi ONpPefesieHns CocTosiHMA TpoMbo-
LMTapHoro remoctasa. M aTy 3apavy cnepyeT OTAENATb
OT 3apayn NMOCTaHOBKM AnarHosa. VckmoyeHne cocTas-
NAIT Te Cryyau, Korga HapylueHve dOyHKUuM TpoMbo-
unToB (Kak MpaBWIIO, reHeTUYecKoe) HampsMylo U of-
HO3HauHO CBfA3aHO C 3aboneBaHWeM, Npu 3TOM OLIEHKA
TpoMbounTapHoA PYHKLMM MOKET MOMOoYb MOCTaBWUTb
OomarHos. B BonblumMHCTBE Cnyyaes cuTyaums obpaTHas:
OMarHo3 y)xe YCTaHOBMEH 1 He CBA3aH ¢ TpoMbounTamu,
HapyLUeHne OyHKLUMM KOTOPbIX NMPOMCXOAWT B OTBET Ha
Tepanuio 3abonesaHus (HanpuMep, Npu NeUYeHUN XPOHN-

UECKOro NMMOLMTAPHOO feiiko3a MbpyTuHmnbom [22],
KOTOPbIN ABNSieTCA 00paTUMbIM MHIMBUTOPOM TUPO3UH-
KuHasbl BpyToHa). HecMoTps Ha BbiCOKyI0 adpdpeKTus-
HOCTb W XOPOLLYIO MEepeHoCMMOCTb 3TOro npenapara,
y 60nbLUOro uncna nauMeHToB B KayecTBe MoboyHOro
3pdeKTa BO3HMKAIOT KPOBOTEYEHUS,, B OCHOBHOM Ha
CU3UCTbIX 0Bosoukax 1 Kome [23]. Bbino mokasaHo,
YTO 3TOT MpenapaT HapyLLaeT aKkTuBaumio TpoMboLMTOB
in vitro [24]; oTMeueHO TaKke, YTO Yy MauMeHTOB Ha-
PyLLEH OTBET TPOMOOLMTOB Ha KOMMareH M CHWKEHa
apresvs K dpaktopy Bunnebparna ex vivo [25]. B aTom
crnyyae onpefeneHne OyHKUMOHAMbHOW aKTUBHOCTM
TPOMBOLMTOB HEOBXOAMMO L5t OLIEHKM PUCKOB KPOBOTE-
YEHWI U KOHTPOSA Tepanuu.

MeTtopnbl nabopaTopHOl AMArHOCTUKU

(hYHKLMMOHANBbHON aKTUBHOCTU TpoMbBoLMuTOB

CywecTtsyeT bonblwoe pasHoobpasne MeToLOB
nabopaTopHOM AMarHOCTWKKM, MO3BOSSAILLMX OLEHUTb
remMocTatuyeckne dyHKUMM TpomboumToB. 30M0TbIM
CTaHOaApPTOM CYMTaeTCA MeTOof ONTUYECKOW arperome-
TPYK, KOTOPbIV NO3BOMAET iN Vitro OLEeHUTb CNOCOBHOCTb
TPOMOOLMTOB K arperaumum 3a cyeT Ux COeMHEHNs apyr
¢ apyrom ¢ nomoubio M IIb/llla. B kauyectese cpenpbl
ncnonbayetca oboralleHHas TpoMmbouuTamu nnasma
(OTM) [26]. B cocTosHuM nokos TpoMBOLWTLI pacrpe-
LefieHbl B Nfla3Me OfHOPOAHO, MpW 3TOM HabniogaeTcs
MaKkcuMarnbHas OnTuYeckas MnoTHoCTb. [lobasnexue
aroHMcTa NPUBOAMT K aKTUBaLMKM TPOMOBOLMTOB, YTO B
CBOI0 OYepenb BbI3bIBAET U3MEHEHUE UX POpMbl, B pe-
3ynbTaTe Yero onNTMYeckas MIOTHOCTb Ma3Mbl Najaer.
MMpv obpa3oBaHuK TpoMboLMTapHbIX arperaToB onTuye-
cKkasi NNOTHOCTb Ma3Mbl MagaeT, @ CBETOMPOMNyCKaHue
BO3pacTaeT. B 3aBMCMMOCTM OT MCMOMb3yeMblX aroHuW-
CTOB arperauusi MoxeT bbiTb HeobpaTuMomn, nNpu 3TOM
KpvBas arperaumu BbIXOQWT Ha nNnaTto, nnbo obpatumon,
TOrga KpuBasi CTPEMUTCS BEPHYTbCA K MCXOOHbIM 3Ha-
yeHusM. Mcnonb3oBaHWe pasnnyHbIX arOHUCTOB MO3BO-
NAeT BbIABUTb pa3HoobpasHble HapyLlUeHWst yHKLMK
TpoMBOLIMTOB.

Havnbonee uvacTble aroHucTbl arperauum Tpombo-
LUMTOB B onTuyeckon arperomeTtpum — AI®, agpeHa-
TVH, KOMfareH, apaxmaoHoBasi KUCNOTa U PUCTOLIETYH.
Cnabble aroHWCTbI BbI3bIBAIOT arperaumio bes cekpewumm
rpatyn (Hanpumep, AIP), a cunbHble (HanpuMep, Kon-
nareH) — 1 arperaumio, U CEKpeLyio rpaHyJi.

PuctouetnH obneryaet cBAsbiBaHWe hakTopa Bun-
nebpaHpa ¢ komnnekcoM M1 Ib/IX/V. [ns HopMarnbHOro
pesynbTaTa HeobxooMMO NPUCYTCTBME (PYHKLMOHAMb-
Horo cpakTopa BunnebpaHna u komnnekca M Ib/IX/V.
TakuM 0bpasoM, arperauvst TPOMBOLMTOB C PUCTOLLETH-
HOM MO3BOSIAET BbISBUTL Kak BonesHb BunnebpaHpa, Tak
U HapyLleHus oyHKUMIA TPOMBOLUMTOB (HanpuMep, CuH-
npoM bepHapa—Cynbe) [27]; arperaums ¢ KonnareHoM —
HEeAOoCTaTOYHOCTb CeKpeLmn TPOMBOLMTOB, @ arperaums
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KnMHMuyeckKkas OHKoNnorums

C afjpeHanvHoM Nno3BosisieT OMpefennTb rMneppeakTuB-
HOCTb TpOMbOUMTOB. Arperauums ¢ 0601MM aroHMCTaMu B
HU3KUX [03aX NPUMEHSIETCA AN MOHWUTOPWHIra NeyeHus
acnMpUHOM U1 aHTaroHucTammn P2Y12 peuentopos [28].

Cpenn HepocTaTKOB METOAA MOMHO Ha3BaTb He-
obxopmmocTb noprotoBku npobel ¢ OTI. Kpome Toro,
MCMOJIb30BaHME OMTUYECKMX arperoMeTpoB 3aTpyaHe-
HO MPX MafioM KonuyecTBe TPOMBOLMTOB, HampuMmep,
npy UMMYHHOWM TpomBouuToneHryeckoi nypnype (UTN)
B CBA3N C HM3KOW OMTWUYECKOW MIIOTHOCTbIO Ma3Mbl.
Menkue arperatbl U3 Manoro komuuyectsa Tpombouu-
TOB MOMHO OBHapyWUTb C MOMOLLBIO J1a3epHOro arpe-
romeTpa. lpubop onpenensieT M3MeHeHWEe OMTUYECKON
nnotHocTn OTI 1 cpenHuWii pa3mep arperaTa, YTto gaeT
BO3MOXXHOCTb OLIEHUTb CMOCOBHOCTb TpoMBOUMTOB K
aKTVBaUMKM w arperauun. Bbicokas 4yBCTBUTENbHOCTb
MeTofa Mo3BOMISeT MCMOMb30BaTb €ro Npu Mccnenosa-
HUM arperauyMn Npu OENCTBUM HU3KUX KOHLEHTpaLun
aronucTos [29].

OnTuyeckast MHOroKaHaflbHasi arperomMeTpus B
96-nyHouHoM nnaHweTte (Optimul) UMEEeT TOT e NPUH-
umn paboTbl, YTO U onTUYeckasa arperomeTpus. MaHenb
aronuctos (AD, aroHucT peuenTopa TpombuHa TRAP-6,
ajpeHanuH, apaxupoHOBas KWUCIOTa U PUCTOLETWH) B
pasHbIX KOHLEHTpauuAx AoDaBnsioT B OTAENbHbIE JTyH-
Kn 96-NYyHOYHOrO MMaHLWeTa AN MUKPOTUTPOBAHMSA.
B xopne aHanusa B nyHkM K aroHnctam pobasnsiot 0TI,
¥ NOMeLLAloT MNaHLLET B CYMTbIBATENb ANA ONPefeseHns
BENMUUMHBI CBETOMpPONycKaHus nnasmbl [30]. MeToa no-
3BOJSISET OQHOBPEMEHHO aHanvavpoBaTtb borbluee, YeM
B OMTWYECKOW arperomMeTpuu, KonmyecTso 00pasLoB,
a TakKe pacLUMpWUTb NaHemnb UCMOMb3yeMbIX arOHUCTOB
M UX KoHUeHTpauuin [31]. Ha ceropHsWHWiA feHb aTOT
METOL HEeAOCTaTOYHO CTaHOapPTU30BaH M MPUMEHAETCA
TOJbKO B CreLmanmanpoBaHHblx nadopatopusix [30, 32].

B mMeTome vMnepnaHcHoOM arperoMeTpuu, B OTIMuMe
OT OMTWMYECKOW arperoMeTpuu, B KayecTBe cpefpl UC-
Momnb3yIoT LenbHylo KpoBb. [1pu 3TOM, BO-nepBbIx, OT-
nagaeT HeobxoaMMOCTb NPOBEeLEHUA NpeaBapUTesIbHON
noAroToBkM 06pa3uoB, a BO-BTOPbIX, OLEHKa (PyHK-
umMu TpoMbounToB NpoBoaMTCs B Bonee dunsmonormy-
HbiX ycnosuax. [pu pobaBneHwn B cpepy aroHucTta
npoucxoout obpasoBaHue arperaTtoB ¢ TpombouuTa-
MW, OCasOEHHbIMW Ha 3MEKTPOfax arperoMeTpa, uTto,
B CBOIO 0Yepefb, MPUBOLAMUT K YBENUYEHMIO CONPOTUBIIE-
Hus (MMnenaHca) cucteMbl. CNocoBHOCTL TPOMBOLMTOB
K arperaumu OLEHNBAIOT Ha OCHOBE OLIEHKM U3MEHEHUS
nMnepaxca [33].

B Tex cnyuasix, korna HeT BO3MOXHOCTV 0bpaTutbCs
B abopaTopuio, UCNonb3yloT YCTPOMCTBA, MO3BOMSIOLLMNE
BbICTPO OLEeHUTb CNOCOBHOCTHL TPOMBOLIMTOB K arperauum
B LieSIbHOM KPOBW. K TakMM YCTPOMCTBaAM OTHOCATCA CU-
ctembl VerifyNow (ITC, CLLIA) u Plateletworks (Helena
Laboratories, CLLUA), uMelolume CXOOHbIA NPUHLMN pa-
6oTbl. B cucteme VerifyNow TpoMboumnTbl nog LeNCTBU-
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€M aroHUCTOB arpervpyloT Ha KapTpUOX C LUapukamu,
MOKPbITbIMU ONOPUHOFEHOM, MPOMOPLIMOHANBHO YMCIlY
akTusupoBaHHbix T lIb/llla [34], uTo BbI3bIBAET BO3-
pacTaHWe OMTUYECKOro CWrHama CBETOMPOMYCKaHWS.
B cucteme Plateletworks ¢ nOMOLLbIO reMoaHanM3aTo-
pa NpPOW3BOAMTCS MOLCYET KONMMYECTBA TPOMBOLMTOB [0
M nocne arperaumv Ha Tpybouku, nokpeiteie AP umm
apaxuuoHoBoit KucroToit [35]. OCHOBHble JOCTOMHCTBA
3TWX METOROB — MPOCTOTa WCMOSIHEHUS W OTCYTCTBUE
Heob6X0AMMOCTN NPOBEAEHWS [LOMOSHUTESIbHBIX MaHUMy-
naumi ¢ kpoeblo. OBba MeToaa MCMONb3YIOT ANt MOHUTO-
PUHra aHTMarperaHTHom Tepanuu [36, 371.

Pabota aHanusatopa PFA-100 (Siemense, epma-
HWA) OCHOBaHa Ha cnocobHOCTM TPOMBOLUMTOB K afresunu
B YCMOBUSAX BbICOKMX CKOPOCTEW CABWra M arperaumv B
npucyTcTBuM aroHucTa. OueHKy dyHKUMOHANbHOW aK-
TUBHOCTU TPOMBOUMTOB MPOBOAST B LESbHON KPOBM C
MOMOLLBIO CUMYTISILMKM NEePBUYHOr0 reMocTasa Ha Kap-
Tpupwax [38]. KpoBb npw BbICOKMX CKOPOCTSIX CABWra
MPOXOAMUT Yepes3 Kanwumnsap, UMEIOLLMA Ha KOHLUe MeM-
BpaHy, MOKPbLITYIO KOMMareHoM, Ha KOTOPbIA HaHEeCEHO
MUKpPOCKOMNuyeckoe oTBepcTue, nokpbitoe AP nmbo
agpeHanuHoM. B ycrnoBusx BbICOKMX CKOpPOCTeW CABW-
ra v NpUCYTCTBMS arOHUCTOB npoucxoput obpasoBa-
HWe TpoMbouWTapHOro arperaTa, 3aKpbiBalOLLEro 370
oTBepcTune. Bpems, 3a koTopoe TpombouuTbl 3aKymo-
pu1BalOT O0TBEpPCTVE U BOKMPYIOT TOK KPOBM, Ha3sbiBalOT
BpeMeHeM 3aKkyrnopveaHus aneptypbl (closure time)
— 3TO NokasaTeflb BCero TpoMbounTapHoro remMocTasa.
Mcnonb3oBaHne aHanusaTopa MO3BONSET OMPELENUTD,
yeM ObinK BbI3BaHbl HapyLUEHWST (DYHKLMOHAMbHOW aK-
TUBHOCTU TPOMBOUMTOB — BHELUHUMM MpuunHamMu (Ha-
npuMep, Tepanuei acnypuHoM) UnK fedpekTamm cammx
TpoMboumToB (Hanpumep, crHapoM bepHapa—Cynbe unm
TpomBacTeHus MaHumara) [39, 40].

CnocobHocTb TPOMBOUMTOB K afreaunun 1 arperauum
OLIEHMBAIOT TakKe C nomoluplo aHanudaTtopa IMPACT
(DiaMed, Lseiuapusa) [41]. TpoMbounTbl apresupyiot
Ha MONMUCTEPOSIOBOM MOASIOMKE B YCMOBUAX BbICOKUX
CKOpOCTeW chsura, KoTopble obecneunBaloTca Bpalle-
HMEM KoHyca. MlccnepoBaHue MOMHOCTbIO aBTOMAaTW3M-
pOBaHO: aHann3aTop NMPOBOAMT OKPAaLUMBaHWE, a TaKsKe
n3MepsieT MPOLEHT MOBEPXHOCTM, MOKPbLITON TpoMbo-
LMTapHbIMX arperaTamu, Kak nokasaTtesls CnocobHoCTb
TPOMBOLMTOB K aareavu, U CpefHWii pasmep arperartoB
— NnokasaTtenb CnocobHOCTM TPOMBOLIMTOB K arperaumu.
TpebytoTcst AOMONHNUTENbHbIE UCCREfoBaHUSA NS OLeH-
KM PONW aHa;nusaTopa B [OMarHOCTUKE BPOMKAEHHbLIX W
NpuvobpeTeHHbIX HapYLLEHUI (DYHKLMA TPOMBOLIMTOB.

ELe ognH MeTop nabopaTopHoM AMarHOCTUKM OYHK-
UMM TPOMBOLMTOB, YYMTHIBAIOLLMIA BIIMSIHUE CKOPOCTU
coBura, — npoTouHble Kamepsl [42]. CoBpeMeHHble KaMe-
Pbl M3rOTOBMIEHbI M3 MonMaMMeTUncuiokcaHa (PDMS).
B kauecTBe cybcTpaToB B OCHOBHOM WUCMOMb3YIOT KOSa-
red | unm lll Tuna, dpaktop BunnebpaHaa, doubpuHorex,
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TKaHeBbI thakTop, hnbpoHeKTuH [43, 44]. Bnaropaps
BO3MOMKHOCTW KOHTPOJISI MOTOKA KUAKOCTU Yepes Ka-
MEepy MONKHO MMUTMPOBaTb WM M3yyaTb NpoLecc pocTa
TpombBa B YCMOBUAX 3afaHHbIX cKopocTel casura [45].
Mcnonb3oBaHWe NPOTOYHbIX Kamep MO3BONSAET TakKsKe
n3yyatb nytv Ca? curHanusaumu, akTMBaLMM WHTe-
FPUHOB W cekpeuwn TpombouuToB — 3TanoB obpasosa-
HuA Tpomba [46, 47]. TeM He MeHee BTOT MeTOf MOKa
HE BKJIIOYEH B PYTUHHYIO KIMHUYECKYID AMarHocTuye-
CKYIO MPaKTUKYy, B OCHOBHOM M3-3a OTCYTCTBWSA CTaH-
[apTU3aumMmM ero Mcnosib3oBaHus 1 cbopkm kamep [48].
KpoMe Toro, aona aHanusa B HECKOSIbKMX KaMepax
TpebyeTcs [oBOMbHO BOMbLION 06BEM KpoBM — 5 MM U
Gonee [49].

MpoToyHas LUMTOMETPUS — METOL aHarn3a KIeToK u
MX KOMMOHEHTOB C MOMOLLbIO aHTUTES, MeUeHHbIX dhny-
opecueHTHbIM KpacutenieM [50]. BHyTpu mnpoTouHoro
LMTOMETPA KIETKU B CYCMEeH3WM NPOXoasT Yepe3 NoToK
06MMalOLLIeV KUOKOCTM, KOTOPas CO3AaeT flaMUHapHbIN
MOTOK, MO3BOSIAS KMETKaM M0 OTAENbHOCTU MPOXOAUTH
uepes UCTOYHUK cBeTa. OT UCTOYHMKA, 0BbIYHO nasepa,
MCXOAMT JIyY MOHOXPOMHOrO CBeTa, OH MPOXOAUT Yyepes
KneTKy. AHTUTENa, KOHbIOrMPOBaHHbIE C (PITyOPECLIEHT-
HbIMWU KpacuTensMu, MOryT CBA3bIBATbCS CO Crneuundm-
YeCKMMU BeflkaMu Ha KIeToYHOM MeMBpaHe Un BHYTpU
KNeTku. Korpa Takas MeyeHas KneTka MpoXomuT yepes
nyy cBeTa, NpoucxoauT Bo3byxaeHe dyopecLeHTHbIX
MOMeKyJsl, B pesyfibTaTe OHU NepexoaaT Ha bonee BbiCO-
KU 3HEPreTUYeCKWin ypoBeHb. [1pn BO3BpaTe Ha CBOM
HOpPMarbHbIA 3HEPreTUYECKUA YPOBEHb (PITyOPOXPOMBI
UCMYyCKalOT CBETOBYIO 3HEpruio. Mcnonb3oBaHue He-
CKOMNbKUX DIIyOPOXPOMOB, UMEIOLLIMX CXOfHble LiWHbI
BOJIH BO3OY)KLEHUS, HO pasHble AMWHbI BOSIH 3MUCCUH,
nmbo pasHble ANWHbI BOMH BO30yskoeHWs (Mmv «uBe-
TOB»), NO3BONISIET ONHOBPEMEHHO U3MEepsTb HECKOSbKO
XapaKTepucTuK Knetku [51]. CeT, KOTOPbIN KneTka uc-
MyCKaeT B OTBET, PACXOLMTCS BO BCEX HAMNpPaBneHWsiX; on-
TUyeckas cucteMa cobupaert ero M HanpasnsieT Ha pas-
NYHble PUNbTPbI U 3epKasa, KOTOPbIE U30SIMPYIOT Nyuw
C ornpefeneHHon ANMHoON BOSHbI. CBETOBbIE CUMHAasbI pe-
FUCTPUPYET CDOTOYMHOKMTESb U NEPEBOAMUT UX B LIMCPPO-
Byt0 OOPMY AJ151 fasIbHEWLLIEero KOMMbIOTEPHOrO aHanm3a.
MHdpopmaums oTobpaskaeTcs 0BbIUHO B BUAE TMCTOrpamMM
UNW ABYMEPHbBIX LOT-NSI0TOB.

C NOMOLLbIO MPOTOYHOW LIMTOMETPUM U3MEPSIOT Of-
TUYECKMNE 1 OITyOPECLIEHTHbIE XapaKTEPUCTUKM OTAeSb-
HbIX KIETOK, a Takxe Niobbix Apyrux yacTuu, Hamnpu-
Mep, fi0ep, MUKPOOPraHM3MoB, XpOMocoM. dusmnyeckue
XapaKTepUCTUKK, TakMe KaK pasMep W BHYTPEHHee
CTpOEHMe, NOMOraloT PasfesiuTb KIETKM Ha pasfnuHble
nonynauum.

EnvHcTBeHHas rpynna 3aboneBaHui, Npu KOTOPbIX
NPOTOYHas LMTOMETpUs TPOMOOLMTOB ABMSIETCA YCTO-
SIBLLEICA U HEOTHbEMSIEMOW YacCTbio CTPYKTYpbI Nlabopa-
TOPHOW IMarHOCTUKM, — 3TO KflacCMYecKue TpoMboLmnTo-

natun. Korga oHv 0OHO3HaYHO CBSi3aHbl C OTCYTCTBUEM
UMW HEJoCTaTKOM Tex Mnu uHbix peuenTtopos (MM Ib —
onst cuHapoma bepHapa—Cynbe; nHterpud adlbff3 — nns
TpoMbacTeHun [MaHuMaHa 1-ro U 2-ro TWMoB U ap.),
umMToMeTpus Be3 BCAKON LOMOMHWUTENIbHON CTUMYMSALMM
TPoMBOLUMTOB (N0 hakTy — MPOCTO UMMYHOIEHOTUMMPO-
BaHWe) — BbICOKOHAEMHbIN TECT KaK Al CKPUHUHIA, Tak
W LNsi NOCTAHOBKM OKOHYaTeNbHOro AnMarHo3a. B mMeHb-
LUEN CTEMEeHW 3TO YTBEPNKLEHWE CMpPaBensiMBoO ANs Tex
TpoMbouMTONaTHi, KOTOPbIE «3aMETHbI» TOMbKO MOCne
aKTMBaumu TpoMbounToB: cuHapoM CkoTTa, TpoMbacTe-
HuA [naHuMaHa 3-ro Tuna. Takas npoToyHas uuToMe-
TPUS ropasfo pexe NMPUMEHSETCA B KIMHUKE, MOCKOIbKY
B AaHHOM cflyyae Bbibop napaMeTpos (B nepsyio oyepenb
TWNa aKTMBaLMM 1 MapkepoB) He 0bocHOBaH HY doyHAa-
MEeHTasIbHbIMW [aHHbIMKU N0 OU3NONIOrnK 1 NaTohnsno-
FOMVN, HU CKOMNbKO-HMBYAb OBLUMPHBIMW KIMHUYECKUMU
ncnbitaHmamu. OfHaKo, yuMTbiBas BbLICOKYIO PefKOCTb
YETKO OMnpedeneHHbIX TpoMbouuTonaTui, 3TOT MeTon
obnagaet HyneBOM KOMMEpPYECKOM MNpUBIEKATENbHO-
CTbIO M He CTaHOAPTMU30BaH HUrae B Mupe. PakTnyeckm
Kaxpas nabopaTopHO-KMHWYeCKas KoMaHaa (KOTopbix
He Tak MHOro) HanasuBaeT UMMYHODEHOTUNMPOBaHWe
TpoMbouuToB camocTosTenbHO. CerofHa NoHATE «Ha-
cnefcTBeHHas TpoMboumTonaTUs» pesko pacLLUMpUoch:
clofa BoOLNM pa3HoobpasHble [edeKTbl PeLenTopoB M
CUrHanu3aumu, KoTopble paHblle He OeTEKTUPOBanUCh,
HO MMEHHO B 3TWX Crly4yasx Hafo YETKO MOHWMMaTb, Kak
aKTVBMPOBaTb TPOMOOLWTBI M Kakve OTBETbI MOTyT Ha-
BniopaTbes.

B obnactv HereHeTuueckux HapyLleHun TpPombo-
UMTapHOM hyHKUMM (OT cencuca M OHKOMOTUM A0 He-
LOHOLLEHHbIX HOBOPOMAEHHbLIX W NEepefo3vpPOBKM aHTW-
arperaHTHbIX MpenapaToB) MOKa CYLLECTBYIOT TOSbKO
OTAesIbHble pa3paboTKW, BbIMOMHEHHbIE Pa3HbIMUA KO-
MaHgamu [62-54].

MeTon onpenenenns (OYHKLUMOHAMNbHOW aKTUBHO-
cT1 TpoMbounToB (DAT) OCHOBaH Ha CPaBHEHUM JaHHbIX
NPOTOYHOMN LIUTOMETPUM MOKOSALLIMXCS U aKTUBMPOBAHHbIX
TpombouuToB. B KauecTBe akTuBaTopa MCMoOfb3yeTcs
CMecb aroHWCToB (NenTug, aKTUBMpYIOLMIA peLenTop
TpomBuHa (TRAP-6), nentua, poaCcTBEHHbI KomfareHy
(CRP) n CaCl,). McnonbayeMble naHenn aHTUTeN N03Bo-
NS0T NONYYNTb MHCPOPMALIMIO O KOFTMYECTBE M aKTUBHO-
CTV psiiia MHTErPUHOB, YYaCTBYIOLLMX B OCYLLECTBIIEHUM
OCHOBHbIX OyHKUMI TpombouuTa. PAC-1, cuenneHHbIn
c dhrnyopecueHTHbIM KpacuTenem donyopecLenH Uu3o-
ToumnaHatoM (FITC), cBsisbiBaeTCA C aKTMBMPOBAHHOM
chopmoit nHTerpuHa ollbB3, peuentopa coubpuHoreHa.
CD42b, cuenneHHbiit ¢ dukosputpurom (PE), cessbl-
Baetca ¢ [T1 |b, peuentopom chakTopa Bunnebpanaa.
AHHeKcHH V, MeueHHbI KpacuTenemAlexab4 7, —atoMap-
kep chocchaTvamncepmHa, BbIXOASALLENO HA MOBEPXHOCTb
TpombouuToB npuux aktreauum. CD61-PE cBasbiBaeTcaC
M llla; CD62P-Alexab47 — ¢ P-ceneKTMHOM, OCHOBHbIM

Pediatric Hematology/Oncology and Immunopathology
2019 | Vol. 18 | Ne 3 | 112-119



BELLIECTBOM O-FpaHys. MenakpuH He ABMAETCS aHTUTe-
noM, ofiHako obnapaeT cobcTBeHHOW dhryopecLeHumei
¥ UCMNOSIb3yeTCA ANs OLeHKWN CTeNeHM Bbibpoca NnoTHbIX
rpaHyn [55]. TecT NpoBoOAMTCS B LieSbHOM KPOBM, TaKUM
obpasom obecneumBas bonee U3MONOrnYHbIE YCNOBUS
1 oTCyTCTBMWe 3Tana npobonoaroTosku. Kpome Toro, ons
ero BbinosiHeHus TpebyetcA HebonbLuoi 0b6beM KpoBM
(20 MKn), noaToMy 3TOT TecT ynobeH AN MUCMOMb30Ba-
HUA B nepmatpuu. Cpean LOCTOMHCTB MeTofa OTMETUM
TaKXKe BO3MOXHOCTb WCMOMb30BaHUA ero Ans aHanusa
HU3KMX KOHLEeHTpaumii TpoMbounToB (Hanpumep, npw
WTM), a cpeam HeOOCTaTKOB — MIIOXY0 CTaHAapTU3aLMIO.

CyLLecTBYIOT UCCMEROBaHUs, B KOTOPbIX coobLiatoT
0 HaluuWMu KOPPEnALMM MeXOy BO3HMKHOBEHMEM KpO-
BOTEUEHUM W pe3ynbTaTaMu TecTa (PYHKUMOHANbHON
aKTUBHOCTM TpoMbouuToB mauneHToB [56, 57]. Metop
MCMOMb3yeTCA ONS OLEHKU M3MEHeHW OyHKUMOHamMb-
HOW aKTMBHOCTM TPOMDOLMTOB B pesynbTaTe Tepanuu
pomuniiocTuMoM npu UTI [58], a Takme Ans OLeHKM Ka-
yecTBa TpoMboLWTOB B TPOMBOLMTaPHbBIX KOHLEHTpaTax
[59].

3AKJITIOYEHUE

JTabopaTopHble MeTofbl OLEHKM COYHKLUMM TPOM-
BounTapHOro remocTasa npeTeprneBaloT pe3koe u3Me-
HEHWe cBoero cTaTyca. B cBf3u c TeMm, uTo noHuma-
HMe reMocTa3a MeHSeTCH C KamOblM rofoM, MOHATUE
«dhmnanonornyeckas yHkuma TpombounTos> ctano bo-
nee onpeLeneHHbIM U HarMoSTHEHO MOSEKYNAPHBIM CMbIC-
noM. MosKHO HapesTbeA, UTo B Bninkalillee Bpems byayT
pa3paboTaHbl TECTbl, KOTOPblE CMOrYT AaBaTb MOJSIHO-
LeHHyl0 MHAopMaLmio 0 CrnocobHOCTM TPOMBOUMTOB
BbIMNOSHSATb CBOM (OU3MOMOrMYECKME 3aauM.
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