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[lnarHocTuka BPOKAEHHbIX
HapyLueHU pyHKUMKM TpoMboLUTOB:
coBpeMeHHOe COCTOsiHMe BOmnpoca

[0.B. ®épopoea, MN.A. }apkos, C.A. lnacyHosa, E.A. CepéruHa, A.A. UrHaTtosa

®IBY «HaumoHanbHbIVi HayYHO-MPaKTUYECKUI LUEHTP AETCKOM reMaTonorum, OHKOIOrum n UMMYHOI0rm
uM. iImutpusa Porayesa» Mun3apasa Poccun, Mocksa

BpoxaeHHble HapyLueHns dyHKUMIA TpomBouuToB (TpoMboumTonaTum) npencTasnsioT coboit Kpaii-
He reTeporeHHyIo ¥ CROXHYIO AN1A AMArHOCTVKKU rpynny 3aboneBaHni, pacnpoCTPaHEeHHOCTb KOTOPbIX
B MOMY/ALMM, BO3MOXHO, HefooLeHBaeTcs. B BonbluMHCTBe CryyaeB TpoMbouMTonaTum NpuBoasT
K YMEPEHHbIM W He3HauNTeSIbHbIM NPOSBEHWUSAM FreMopparnyeckoro CMHAPOMa B MOBCEAHEBHOWM
KM3HW, OOHAKO MOrYT CMOCODCTBOBATb XKMU3HEYrPOXKAIOLLIMM KPOBOTEUEHWAM NPY TPaBMax 1 OnepaTuBHbIX
BMeLLIaTeNbCTBax, YTO [enaeT NX CBOEBPEMEHHYIO ANArHOCTUKY akTyarnbHoi npobnemoit. B ob3ope
npeacTaBneHbl AaHHble 0 AMArHOCTUYECKMX anropuTMax, MPeMMyLLIeCTBaX U OrpaHUYeHUAX OThEeNb-
HbIX METOLI0B UCCMNEAoBaHNs (DYHKLMOHANbHOrO COCTOAHWS TPOMOOLMTOB. PaccMOTpeHbl noaxonsl
K OLIEHKe KITMHWYECKMX MPOSBIIEHUI FreMOpparnyeckoro CMHOPOMa, B TOM YMCHEe CTaHLapTU30BaH-
Hbl€ LUKasbl OLEHKM KPOBOTOUMBOCTU. Hanbonbluee BHMMaHWe yAeneHo CBETOBOW arperoMeTpum
1 ee MoaMMUKaLMAM, METOAAM OLEHKM CeKpeuun rpaHyn TpPoMOOUMTOB, MPOTOYHOW LIMTOMETPUN.
OcBelleHbl Npobnembl cTaHAapTM3aLUmMm nabopaTopHbIX TeCToB. AKLEHT caenaH Ha COOTBETCTBUM
AMArHOCTMYECKMUX MOAXOAO0B MOCMEAHNM MexOyHapoAHbIM pekoMeHfauusaMm [nternational
Society on Thrombosis and Haemostasis.

Kniouesble cnosa: getu, reMopparm4eckuii CuHAPoM, TpomboumTsl, TpombounTOnaTiy, cBeToBas
arperomeTpus, MPOTOYHasA UMTOMETPUS.

Modern approach to diagnosis of inherited functional platelet disorders

D.V. Fedorova, P.A. Zharkov, S.A. Plyasunova, E.A. Seregina, A.A. Ignatova

National Scientific and Practical Centre of Pediatric Hematology, Oncology and Immunology named after Dmitry Rogachev

Inherited functional platelet disorders (IFPD) are very heterogeneous group of hemorrhagic diseases that are difficult to diagnose.
Prevalence of IFPD in general population is probably underestimated. In most cases IFPD cause mild to moderate bleeding
symptoms in everyday life but may result in life-threating bleeding after trauma and surgical interventions. Rational diagnostic
approach is critical to prevent these complications. Data on diagnostic algorithms as well as on benefits and disadvantages
of specific laboratory methods are presented in this review. Approach to clinical evaluation is also reviewed with particular
attention to bleeding assessment tools. The main emphasis is made on light transmission aggregometry, measurement
of platelet granules content and release, flow cytometry. Problems of standardization of platelet functional tests are
outlined. Diagnostic algorithms are applied according to the up to date recommendations of International Society on

Thrombosis and Haemostasis.
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poMbouuTbl UrpaloT OAHY M3 OCHOBOMONaraio-

LLMX poSieil B CUCTeMe reMocTasa, NoafaepKmBas

LIeSIOCTHOCTb COCYAWUCTOW CTEHKU U MHULIMKUPYS
3anyck MexaHW3MOB NMepBMYHOro reMocTasa B criyya-
fIX TPaBMbl cocyfa. B HopMarsbHbIx OU3n0Iornyeckunx
YCrOBMAX TPOMOOLMTbI LMPKYIIMPYIOT B KPOBOTOKE, He
aaresupyst K cocynucton cteHke. OfHaKo B OTBET Ha
NOBPeXAEHNe 3HAOTENUs TPoMBOUWTLI NOCPEeLCTBOM
MOBEPXHOCTHBIX rnnkonpoTenHos (GPVI, GPla/lla u GPlb-
IX=V) ocyLLecTBNAIOT afresmnio K KOMMOHEHTaM CyHaH-
poTenuansHoro Matpukca (B yacTHOCTM, Konnarexy,
(pUBPOHEKTHHY, NMaMUHUHY) W CBSA3bIBaHUE C (DAKTOPOM
BunnebpaHga, koTopbii cam no cebe cnocobeH cBA3bI-
BaTb KonnareH. Anreaus TpoMbounTOB 3anycKaeT aarnb-
HeWLIMIN KacKap CUrHanbHbIX COBbITUIA, MPUBOAALLMX K
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nepexody TpoMbounTa B aKTUBMPOBAHHOE COCTOSHME
[1-3]. B npouecce akTvBaLMK NPOUCXOAST peopraHnaa-
LMS LMTOCKeneTa TPOMBOLIMTOB, CEKPELIMA KOMMOHEH-
TOB rPaHyI, 9KCMPeCcCcUsa Ha NOBEPXHOCTMN KIETOK OTPU-
LaTenbHO 3apsieHHbIX hocdonmMnuaoB, obrneryatoLLmx
cbopKy Ha NOBEPXHOCTM TPOMBOLIMTOB KOMMIEKCOB chak-
TOPOB CBEPTbIBAHWS.

KniouyeBon 3Tan akTMBaUMM — U3MEHeHUs KoHdop-
Maumm rnvkonpoTenHa GPIIb/llla, npuBoasiume K NoBbI-
WweHunio ero adpdpmHHOCTH K hrnbpurHoreHy un daktopy
Bunnebpanpa. Mpouecc, NpMBOAALLMIA K USMEHEHWIO KOH-
chopmaumu GPIIb/llla, onucsiBaeTcs TepMUHOM «inside-
out curHanusaums», NoCKOMbKY U3MEHEHUS BO BHe-
KIIeTOYHOM [OMEHe UHTEerpvHa NpPoUCXOofAT B OTBET Ha
M3MEHEHUS B €0 BHYTPUKIIETOYHOM «XBOCTE>» — MULLIEHU
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PasfIMyHbIX CUrHarbHbIX KackanoB. Ces3biBaHWe onbpu-
HoreHa c Monekynamu allbB3 nHTErpuHa B Ux aKTUBHOM
KOHCDOpMaLMKU fenaeT BO3MOXHbIM arperauuio TpoM-
BounToB Mekay coboil 1 hopmuposaHue Tpomba [1-3].

Anbta-rpaHynbl U NNOTHbIE FpaHynbl TpoMbBoLM-
TOB COJEPXKAaT Pa3fnyHble KOMMOHEHTbI, BbIBPOC KOTO-
pbiX MOTEHUMPYET faNlbHENLLYIO aKTMBaLuio TpoMbo-
LMTOB 1 chopMmUpoBaHMe TpomboumTapHoro Tpomba B
MecTe MOBPEXAEHUS COCYAUCTON CTEHKM. K comepsu-
MOMY MIIOTHbIX FPaHyNn OTHOCATCA ageHo3uHandocdaTt
(AL®), aneHosuHTpudpocdpat (AT®), cepoToHMH, KaTe-
XOMaMuHbl U KanbLuii, K COAEPKUMOMY anbda-rpaHyn
— TpombouuTapHbIi hakTop 4, chaktop Bunnebpanna,
chakTop cBepTbiBaHusA V 1 onbpuHoreH. B pesynbTate
BblIbpOCa COLEPsKMMOro rpaHys NPoOMCXoauT amMnandu-
Kauus oTBeTa Ha MEPBUYHBIA CTUMYII, aKTUBUPYIOTCS M
PEKPYTUPYIOTCS AOMOMHUTENbHbIE TPOMBOLUMTLI, CTPYK-
Typa obpasoBaBLLerocs TpPOMBOLMTAPHOrO CrycTKa cTa-
BunuaupyeTca 3a cyeT B3aMmopencTeus pmbpuHoreHa
¢ rnukonpotenHoM GPIIb/llla Ha noBepxHOCTM TpoMBO-
uMTOB. BbicBOBOKOAEMBIE U3 IPaHyN aroHUCTLI, B YacT-
HocTu ALl 1 agpeHanvH, B3aMMOAENCTBYIOT C COOTBET-
CTBYIOLLWIMM peLienTopaMm Ha NOBEPXHOCTH TPOMBOLIMTOB,
3anyckasi TakuM 0bpa3oM BHYTPUKIIETOYHbIE KacKafbl
aKTMBauuu. Elle 0oMH 13 OCHOBHbIX arOHUCTOB — TPOM-
BuH, obpasyLumiica B pedynbTate PYHKLMOHMPOBaHUA
nasMeHHOro 3BeHa reMoctasa (aKTMBHOCTW MPOTPOM-
BMHA3HOro KOMMIeKca Ha MOBEPXHOCTU aKTUBUPOBAH-
HbIX TpomBoumTos) [1, 3, 4].

M3MeHeHns B NI06OM M3 ONMUCaHHBIX BbILLE MPOLEc-
COB MOT'YT MPUBOAUTL K HAPYLLIEHUAM (DYHKLMIA TPOMBO-
LMTOB U CHUKEHUI0 3OPEKTUBHOCTM FEMOCTATUYECKUX
MexaHu3moB [5].

BposaeHHble HapyLLeHus yHKLMA TpOoMOBOLMTOB
(TpomBoumTonaTn) NpencTasnaoT coboit KpaiHe rete-
POreHHYIO MO TSKECTU NPOSBIIEHWI, pacnpPOCTPaHEHHO-
CTWU ¥ naToreHesy rpynny 3abonesanui. [ns 6onblmnH-
cTBa 3aboneBaHui LaHHOW PyNMbl NOCTaHOBKa AMarHo3a
— [LUTenbHbIN Npouecc, TpebyoLwmin nposeaeHns bonb-
LUOro yucna nabopaTopHbIX TECTOB M UX NOCNenyloLLen
KOMIMMEeKCHOM oLeHku [5-71.

CunTaetca, UTo HacneacTBEHHbIe TpoMboumnTona-
TWW — KpaliHe penkoe 3aboneBaHve, 04HAKO, BO3MOXHO,
MX PacrnpocTpaHeHHOCTb HEQ0OLEeHMBAETCA BCIIEACTBMUE
runoamarHocTuku [6]. CornacHo eserogHoMy oTue-
Ty BputaHckoro peructpa UKHCDO (United Kingdom
Hemophilia Centres Docrors’ Organisation) Ha MapT
2015 ropa B peructpe coctosno 118 naumeHToB ¢ TpOM-
BacTtenunen NmaHumMaHa, 80 — ¢ cuHgpomom bepHapa—
Cynbe n 1975 — ¢ ppyrumMu HacneacTBEHHbIMU TPOMBOLIM-
Tonatuamu (http.//www.ukhcdo.org). TakuMm obpasoM,
MPWHSB YUCIIEHHOCTb HaceneHnus BenukobpuTtaHum 3a
65 MIH YenoBek, MOXHO NPUBINM3NTENBHO OLEHUTbL COBO-
KYMHYI0 pacnpoCcTPaHeHHOCTb HAacNEeNCTBEHHbIX TPOMBO-
untonatuit Kak 1 Ha 30000 (ans Tasenbix dpopM — 1 Ha

330000). BMecTe ¢ TeM HekoTopble 0nybrIMKoBaHHbIE
[aHHble YKa3blBaloT Ha BO3MOXHO DOMbLUYI0 UCTUHHYIO
pacnpocTpaHeHHOCTb TpoMbounTonaTuid. Tak, cornacHo
pesynbTaTaMm, NoflyyeHHbIM Miller n coaBT., Cpeau sKeH-
LLIMH C MeHopparuaMu [ons NaUMEHTOK C paHee He Ana-
FHOCTUMPOBAHHBIMW HapyLUeHUsiMKU PyHKLUMIA TpoMboLmn-
ToB MOKeT gocTturats 50% [8].

[varHos TpomMbouuTonaTuin YacTo yCTaHaBMBalOT B
MOAPOCTKOBOM M [lasKe BO B3POCIIOM BO3PAacTe, MOCKOSIbKY
yMepeHHble fedpeKTbl PYHKLUMIA TPOMBOLMTOB YacTo pea-
IM3YIOTCS TOMbKO B UCKITIOUYUTENbHBIX YCIOBUSAX (TPaBMbl,
ornepaTuBHbIE BMELLATENbCTBA U MHBA3VBHbIE AMArHOCTU-
ueckue npouenypsbl, pogsl) [7]. TamecTb reMopparuye-
CKUX MPOSIBIIEHUI BapbupyeT faxe B Npeaenax 0fgHoro
TUNa HacneLCcTBEHHOW NaTonorumM TPOMBOLIMTOB 1 YacTo
HE KOpPPENUpYeT CO CTEMEHbI0 BbIPAXXEHHOCTU U3MeHe-
HWi1 B nabopaTopHbix TecTax [9]. Bo3MoxHO, HeTsxkenble
HapyLleHus doyHKLUMM TPOMBOLMTOB — 3TO CKopee hak-
TOpPbI PUCKa, peanudyembie TOMbKO B Cllyyae KOMBuHa-
LMW C OpYrvMK, eLle He MAEHTUAULMPOBAHHbBIMU 00 KOH-
ua chaktopamm [7].

OLHO M3 rNaBHbIX NPENATCTBUN Ha MyTW BblpaboTKM
06LLUMX NOAXONO0B K AMArHOCTUKE HapyLUEeHUA PyHKLMNA
TpoMBouMTOB — M0Xasi BOCMPOU3BOAMMOCTb M HepocTa-
TOYHasA CTaHAapTM3aums DOMbLUMHCTBA UCMOMb3yeMbIX
nabopaTopHbix MeToamk [6]. KpoMe Toro, oLeHKa dyHK-
unn TpomMboumnToB TpebyeT paboTbl UCKMIOUNTENBHO CO
CBeMMK 0bpasLaMun KpoBM, a KpalHsAs YyBCTBUTESb-
HOCTb TPOMBOLMTOB K /1I0ObIM MaHWUMYNALMAM MOBbILLAET
PUCK BO3HWKHOBEHMS apTeddaKToB, 3aTPYAHSIOLLMX afAeK-
BaTHYIO UHTEpNpeTaLmio pedynbTaTos [7].

[unarHocTnka HeTsXenbIX HapylweHun yHKLUMIA
TPOMOOLIMTOB — aKTyarnbHas MefuUMHCKasa npobnema.
lMaumneHTbl C TakoW NaTonorven MoryT He cTpapaTtb OT
NPOSIBMIEHNA MOBbILUEHHOW KPOBOTOUYMBOCTU B NMOBCEA-
HEBHOW MM3HW, OHAKO UMEIOT MOXM3HEHHbIN PUCK pa3-
BUTUSA TAXKESbIX KPOBOTEYEHUI MPU BbIMOSIHEHUN MHBA-
3VBHbIX MaHUMYNSALUMIA U ONEepPaTUBHbBIX BMELLATENbCTB.
B Takux cnyuasix cBOEBpeMeHHasi MOCTaHOBKa AuarHo-
3a MOXET CNacTu MauneHTa OT Cepbe3HbIX OCIOXHE-
HWii. C Qpyron CTOpOHbI, TMNepPAMarHoOCTUKa NaTonorum
reMocTasa nofsepraet naumeHTa pUCcKy NoTEHLMambHbIX
OCITOKHEHWI OT NMPUMEHEHUA FTeMOCTaTUYECKUX areHTOB,
a TaKKe YXYOLIAeT KauyeCTBO sKW3HW, HaKMNaabIBas HEHYK-
Hble OrpaHuyeHus Ha Bblibop Npodheccum, 3aHATHS Cnop-
Tom u fp. [10].

ImarHocTuka HacnepacTBEHHbIX pacCTPOMCTB DYHK-
uui TpombouuToB

Tsienble BPOMKAEHHbIE HApYLUEeHUs PYHKLUMIA TPOM-
BoumnTOB BCTPEYAIOTCA B MOMYMSALMU 3HAUMTESIBHO pPexe
APYruX reMopparMyeckinx paccTponcTs (MMMyHHO TpOM-
BouutoneHun, bonesnn BunnebpaHpa, remocpmnumn A
u B). MoaToMy nepen HauanoM creunanm3mpoBaHHO-
ro obcnenoBaHus Ha NpefMeT KauyeCTBEHHON NaTono-
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OVIATHOCTUKA BPOXOEHHBIX HAPYLLEHUA ®YHKLUA TPOMBOLMTOB: COBPEMEHHOE COCTOSIHWE BOMPOCA

MM TPOMBOLMTOB HEOBXOAMMO MPOBECTU PSAL CKPUHWH-
rOBbIX TECTOB (KNWHUYECKMIA aHasn3 KPOBM C NOACUYETOM
yncna TpomMbounTOB; ONpeaeneHne aKTMBMPOBAHHOMO
YyacTWYHOro TpoMboNNacTMHOBOMO BPEMEHW, NMPOTPOMBU-
HOBOIO BPEMEHM, KOHLEeHTpaumn cmbpuHoreHa, pucTo-
LIETUH-KODAKTOPHOM aKTUBHOCTU M KOHLIEHTPALIMN aHTU-
reHa dpaktopa BunnebpaHna) ons uckmioveHus bonee
pacnpoCTPaHEHHbIX COCTOSIHWIA. B TO sKe BpeMsi HEKOTO-
pble doyHKUMOHaMbHblE HapyLUEHWst TPOMBOLMTOB MOryT
COYeTaTbCs C YMEpPEHHON TPOMBOLIMTONEHNEN, U HE3Ha-
UMTENbHOE CHUMEHMe uncna TpomMBounTos (0cobeHHo
BPOXOEHHOE) He NOMKHO BbITb OCHOBaHMEM LN 0TKa3a
oT obcnenoBaHWst Ha MPeAMeT HacneACTBEHHON NaTomMo-
rumn TpoMbounTos [6].

B pekomeHpauusx International Society on Throm-
bosis and Hemostasis no pMarHoCTuKe HacneaCcTBEHHbIX
HapyLLUeHU oyHKUMn TpoMboLmTOB, ONyBNMKOBaHHbIX B
2015 ropy, aBTOPbI pa3fenuiv peKOMEHIOBaHHbIE TECTbI
Ha Tpu KaTeropuu [6]. K TecTaM nepBoro ypoBHs OTHe-
CeHbl CBETOBas TPAHCMUCCUOHHAs arperoMeTpus, nccre-
[oBaHue cekpeunn rpaHyn (oueHka Boibpoca AID/AT®
M N0 KpalHen Mepe OAQHOrO M3 MapkepoB anbda-rpa-
Hyf) ¥ aHanM3 aKCMNpPeccun OCHOBHbIX MOBEPXHOCTHbIX
FNIMKONPOTENHOB MOCPEACTBOM NMPOTOYHOW LIMTOMETPUMN.
TecTbl BTOPOro ypoBHS, HEOBX0ANMbIE NMaLMEHTaM, He
MOMYYMBLUMM KOHKPETHOIO IMarHo3a nocre nepBoro arta-
na OMarHoOCTUKU: arperoMeTpust C PacLUMPEHHbIM CMeK-
TpoM aroHucToB (anbgpa-TpombuH, TRAP-6, U46619,
CRP, koHBynbkcuH, PAR-4 akTusupytowmin nentug, PMA,
A23287), ncrnonb3oBaHue OOMOSHATENbHOMO CMEKTpa
aHTUTeN Mpu NPOBefeHNM NMPOTOYHON LIMTOMETPUM, TECT
PETPaKUMn CrycTka, usMepeHue KoHueHTpauun TxB2 un
TPaHCMWUCCUOHHAs 3/1EKTPOHHAs MUKpockonus. K TecTam
TPETHEr0 YPOBHS OTHOCATCA NMPEXAE BCEr0 MOMNEKyNAp-
HO-TeHeTUYeCKne NCcnefoBaHns, nNo3sonsioLmMe ama-
FHOCTMPOBaTb PEOKME HapYLUEHWs,, @ MHOTAA BbIABMSATH
paHee He onucaHHble hOpMbl.

Mpn HeobX0AMMOCTY NOBTOPEHNS TECTOB 1S UCKITIO-
YEHMA BIIMSHWS BHELLHUX NPUobpeTeHHbIX (hakTopoB Bpe-
MSl UX NMPOBENEHUS NOSKEH Pa3nenaTb Nepuos He MeHee
onHoro Mecsiua [6].

Mpu npoBeneHun nccnenoBaHnsa OyHKUUIA TPOM-
BOLMTOB NCKIIOUNTENBHOE 3HAYEHNe UMEET npeaHanu-
Tyeckun atan. KpoBb Lnsi MPOBeLEHNS CCNEeA0BaHUS
LOJKHa bbITb B3Ta MaKCMMarnbHO aTpaBMaTUYHbIM CMo-
coboMm, ¢ ucnonb3oBaHveM urn kanubpa 19-21 n Bakyym-
HbIX Npobupok ¢ umMTpaTHbIM Bydhepom. Mepsbie 3—5 Mn
3abpaHHOM KPOBM Henb3A MCMOMb30BaTb LNA aHaNn-
3a doyHKUMI TpoMbounToB. HeponycTuMo SHepruyHoe
BCTPSIXMBaHWe 1 nepemMeLuvBaHve obpasuoBs, oTnpaBka
X nHeBMonoyToi. 0bpasLbl LOMKHbI HAXOAUTLCA B YCI10-
BMSIX KOMHATHON TeMnepaTypsbl, X HeobxoanMMo B3SATb B
paboty B nHTepsane ot 30 MUH 1o 4 4 ¢ MOMeHTa 3abopa
KpoBu. Kpome Toro, nepen NpoBeAeHNeM UCCMNERoBaHUA
Heobxo[MMO MOMyYnTb MOJTHYI0 MHCPOPMaLIMIO O NpUHUMA-
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eMbIX MaLMEeHTOM NTeKaPCTBEHHbIX Npernapartax, BKouas
coutoTepanesTuyeckue [11, 12].

AnaMHe3 1 husmMKanbHbli 0CMOTP

[MepBbIM LWWaroM B HanpaBfeHWN AuarHosa Hacnen-
CTBEHHOW NaTonorvn TPOMBOLIMTOB [OMKEH CTaTb TLUA-
TenbHbIN cbop NepcoHanbHOro U CeMeHOro aHaMHe30B
[6]. K uncry TUMUUHBIX NPOSIBMEHWIA HAPYLIEHUS (DYHK-
LM TPOMBOLMTOB OTHOCHTCS:

@ CMOHTaHHOE UMW NpY HEe3HAUUTENBHOM BO3LEN-
CTBUM NOSIBNIEHNE IKXMMO30B 1 neTexwit (puc. 1);

@ HOCOBble KPOBOTEYEHUS, B 0CODEHHOCTM Npo-
porskutenbHocTblo Bonee 30 MWH, NpUBOASLLME K aHe-
Mu3auum n Tpebylowme obpalleHns 3a MeLULMHCKOM
MOMOLLbIO;

@® MeHopparuu, B 0coBeHHOCTV HayaBLuMecs ¢
MOMEHTa MeHapxe;

@® KPOBOTEYEHUS CO CIIM3NCTbIX POTOBOM NOSIOCTY;

@ 13bbITOYHast KPOBOMOTEPS B podax, Mpu NpoBe-
AEeHUN MHBA3VBHLIX MaHUNYNALWI;

® 130bITOYHAA KPOBOTOUMBOCTb MPU 3KCTPaKLMM
aybos [13].

PucyHok 1
MpOSBNEHUA KOKHOMO reMOpPParMyeckoro CUHAPOMa Y NaUUeHTKI
c TpoMmbacTeHueil MMaHuMaHa (cobeTBeHHoe HabroaeHne)

MosiBNeHve CMMNTOMOB KPOBOTOUMBOCTU B PAHHEM
BO3pACTe U HarMumne CXOAHbIX MPOSIBMEHWIA Y POACTBEH-
HWKOB CBWOETENbCTBYIOT B MOSb3Y HACNEACTBEHHON
NPUPOAblI KPOBOTOUMBOCTU. B TO ke BpeMsi pa3sutue
CMMMTOMOB Y B3POCIIOr0 WM 3aMeTHble U3MEHEHUS
B MX BbIPA¥EHHOCTM B TEUYEHWME XWM3HW 3acTaBnsoT
LyMaTb Mpesxne BCero o npuobpeTeHHbIX HapyLUeHusIX,
HanpuMep, Ha hoHe NpMeMa feKapCTBEHHbIX npena-
patos [10, 13]. C gpyroit CTOPOHbI, BHELUHUE MPUYMHDI
MOryT BHOCUTb AOMOSTHUTENbHbIA BKNaA B NposiBfe-
HWSI paHee He [MarHoCTMPOBAHHOW NaToNOruM reMoc-
Tasa U BMECTE C Hell NMPUBOLMTb K Pa3BUTUIO KPOBOT-
eueHuin. TeM He MeHee CMMMTOMbl KPOBOTOUYMBOCTMU He
ABNAITCA cneuMduUUHbIMU, U PU3MKaNbHbIA OCMOTP
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MMeeT OrpaHnyeHHoe 3HauyeHue A8 NOCTaHOBKM aua-
rHO3a, 0COBEHHO B Clyyae YMepeHHOMN BblpasKeHHOCTH
nposienenuii [10].

Ecnu nposiBneHna KpoBOTOYMBOCTW OrpPaHWUYeHbI
OHOI Nokanusaumen (Hanpumep, peuvanBMpyioLLme
HOCOBbIE KPOBOTEUEHMS), HEOBXOAMMO MCKITIOUUTH MECT-
Hble NMpUYMHBbI. [POSIBNIEHNS KPOBOTOUMBOCTH MOTYT BbITh
CNefCcTBMEM NMATOSIOMMM COEAMHUTESNIBHOW TKaHWU, N03TO-
My npu onsmnKanbHOM ocMoTpe crenyeT obpallaTtb BHU-
MaHWe Ha Hanuuue MOBbLILLIEHHOW 3MACTUYHOCTU KOXM,
rMnepMobuiibHOCTM CyCTaBoB, 0BLLMPHbIE aTpodhnyeckne
LUPaMbl Ha KOMNEHSIX, JIOKTSAX U FONEHSX, XapaKTepHble Ans
cuHppoMa 3nepca—[laHno, a Takke TeneaHrno3KTasum
Ha nanblax, rybax, B momocTv pTa v Hoca, ABnsioLmecs
NPOSABNIEHNEM HACNEACTBEHHOW reMopparMyeckom Tene-
aHrvnoakTasum [10].

B uactu cnyvyaeB HapyLleHus dyHkumin TpomMboum-
TOB MOTyT BbITb OAHOW U3 COCTaBMSIOLLMX CUHLPOMASIb-

Tabnuua 1

Hov maTtonoruu. Mo3aToMy nNpu dm3nKanbHOM MUCCReno-
BaHUW Heobx0AMMO 0bpallaTb BHUMaHWe Ha NPOSIBMEHMS
3K3EMbI, PELMAMBMPYIOLLME MHADEKLMM, OCTPOTY CIyxa,
HapyLLEHMS MUrMEHTaLMK, 3a[EPIKKY YMCTBEHHOMO pas3-
BUTWSA, CTUIMbI IM33MBpuroreHesa. Kpome Toro, ans psga
HacneacTBeHHbIX TpoMbouuTonaTHit/TpoMBoLmUToNeHN
(B yacTHOCTH, CBA3AHHbIX C MyTaUMAMM B reHax RUNX1
n ETV6) uMmeeT 3HauyeHne CeMeiHblii aHaMHes Cryyaes
OCTPOr0 MMENOUAHOr0 ferkKo3a U MuenogucnnacTuye-
ckoro cuHapoma (tabs. 1) [6, 71.

LLIkanbl OLLleHKM KPOBOTOUMBOCTH

CMMNTOMbI YMEPEHHbIX HapYLLEHWUN DYHKLMIA TPOM-
BounToB (B YaCTHOCTM, NIErKoe MosIBfiIeHMe 3KX1MO30B)
HecrneundnyHbl U MOryT BbITb MUHUMAbHO BbIpasKke-
Hbl B MOBCEOHEBHOWM »M3HW. B Takux cnyyasx npu cbo-
pe aHaMHesa CIOXHO OMNpefenuTb, ABMSETCH NN KPo-
BOTOYMBOCTb MaTONOrMYECKOW, MOCKOMbKY CyLLecTByeT

HacnepacTBeHHble HapyLleHnsa YHKLMIA TPOMBOLMTOB B paMKax CHHAPOMAanbHOW NaTonorum [14, 15]

Hozonorus

[lecbekTbl TpOMBOLMTOB

MN3meHeHne OpYyrux cucTem n opraHos

CuHppoM Buckotta—Onpgpuua

MuKpoTpoMbBoLmMTONeHus,
CHWSKEHME KOJMYECTBa rpaHys,
HapyLLeHs arperaLym

OK3ema,
NEePBUYHBIA UMMyHOAEDULNT

CvHppoM [Mapu—Tpycco

TpomboLmToneHus,
rUraHTckve anba-rpaHynbl,
HapyLLeHUs arperaumm

[Nopoku cepaua
1 JMLEBOTO Yepena,
3aflepXKKa YMCTBEHHOrO pPasBuTyHA

CvHppoM Yeounaka—Xuralum

[ednumT NNOTHBIX FpaHyn,
BKJTIOUEHMs B TROMBOUMTax
1N nemkoumnTax

["Na30-KOMHbI anbbrHmaM,
VIMMYHOAEWLNT, OpraHoMerasnus,
HEBPOJIOrMYECKYIE HapyLUEeHWs

CuHppoM ["'epmaHckoro—Tlynnaka

[Neconumt

MAOTHBIX FPaHyn

["Na30-KOXHbIA anbbuHN3M,
rpaHynemMaTo3HbI KOSUT, 1ErQYHbIN
hu1bpos, HeiTponeHus

CvHppom [Mpucuennu

YMepeHHas TpoMboLmMToneHws,
HapyLLeHus arperaumm

AnbBUHM3M, MMMYHOAEULINT,
HEBPOJIOrMYECKYIE HapyLUEHWS

CVvHOpOM «Cepbix» TPOMBOLMTOB

MakpoTpoMboLMTONeHN s,
neconumnT anbda-rpaHyn

CnneHoMeranus, Mrmenodmbpos

ARC-cuHgpom (arthrogryposis, renal
dysfunction, cholestasis)

YBenuueHne pasmepa TpOMBOLIMTOB,

neconumnt 6enkoB anbda-rpaHyn,
HapyLUEHUs arperauumv

KOHTpaKTypbl CyCTaBoB,
aHOManuu NLIeBOrO CKeneTa, XonecTas,
MOYeYHbIVi KaHabLEBLIA auMao3

MYH9-accounmnpoBaHHble CUHAPOMbI
(cvHppom dexTHepa, cMHapoM AnwTeiiHa)

MakpoTpoMboLMTONEHNS,
HapyLLUEHWs arperaumy

HacnencTBeHHbI HedopwT,
TYroyxocTb

MakpoTpoMboLUTONEHNs!, aCCOLIMMPOBaHHas
C MyTauueii B reHe cpunammua A

MakpoTpoMbounToneHus,
HapyLLeHVs arperauym
¥ cexkpeumnn

3anepw<a YMCTBEHHOI 0 Pa3BUTUA,
CKeneTHaa gucnnasng, ﬂVICTpOdJVIH
KIarnaHoB cepala
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YacTUYHOE MepeKpbITMe CUMNTOMOB MEeXAYy 3[0POBOM
nonynauMen u naumeHTaMm C HeTSKeNbIMM TpoMboLm-
Tonatusimu [13, 16]. Tak, cornacHo faHHbIM HeLaBHero
aHkeTupoBaHusa 500 B3poCbIx 300POBbIX [OBPOBOMbLLEB,
y 25% onpoLueHHbIX Bblv 0TMEYEeHbl HOCOBbIE KPOBOT-
evenust, y 19% — npumecsb kposwu B cTyne, y 18% — ner-
Koe MOsIBNEHNsT 9KXMMO30B, elle Yy 18% — pnutensHoe
KPOBOTEUEHMWE MOCe 3KCTpaKumum 3yboB; 47% onpoLueH-
HbIX ¥XEHLUMH coobLLany o HanmMumMmn MeHopparum, 23% —
nonyyanu nevexue no gaHHoMmy nosopy [17].

B TeuyeHune nocnepHnx neT 3HauMTENbHO BO3POC
MHTEpeC K MCMOMb30BaHMUIO TaK Ha3blBaeMbIX LUKan
OLIEHKM KPOBOTOUMBOCTH, MPW3BaAHHbIX CTaHAAPTU3NPO-
BaTb CyDBEKTUBHYIO OLIEHKY BblpaXXeHHOCTU remMoppa-
FMYECKMX NposiBNeHU. [laHHble LKasbl NPeacTaBnaioT
coboi ONPOCHWMKM, NO3BONSIOLLME NPUCBOUTL KaKAOMY
MPOSB/IEHMIO KPOBOTOUMBOCTH ONPeLeneHHyto bannbHyio
oueHKky. CyMMa HabpaHHbIx BanoB MoMoraeT NpoBecTy
rpaHMLy Mexpy 3[OpPOBOW MOMynAuMen u naumeHTamm
C MaTosfiornen reMocTasa v Takum 0bpa3om ngeHTudu-
LMPOBaTb MaLMEHTOB, HYXOAOLWMXCA B faNbHEALIEM
obcnepnosaHum [6, 10].

[MepBoii LLUMPOKO MCMOMb3YEMON LLIKANOM OLeHKN Kpo-
BOTOUMBOCTM CTana pa3paboTtaHHaa F. Rodeghiero v

Tabnuua 2
AHoManwuu, BbisiBfisieMble B Maske nepuepuueckoit kpoem [5]

coasTt. Vicenza Bleeding Score, nepBoHayanbHo npea-
Ha3HayeHHas Afs OMarHoCTUKM nepBoro Tuna bones-
H1 Bunnebpanpa Bo B3pocsoi nonynaumm [18]. Mosxe
LWKana bbina aganTupoBaHa A1 UCMONb30BaHNUA B OeT-
CKOW monynsaumm n ucrnons3dyetca B suae [egnatpuye-
CKOr0 OMnpocHWKa KposoTounsocTu (Pediatric Bleeding
Questionnaire) [19].

B 2010 ropy pabouas rpynna ISTH npeanosxuna
COBCTBEHHYIO LLIKasly OLEHKM KPOBOTOUMBOCTU Y AETEW U
B3pocnbix — ISTH-BAT [20]. MpuMeHUMOCTb AaHHOM LuKa-
Nbl ANS AYArHOCTUKN HACMEACTBEHHOW NaToNornm TpOM-
BoumnToB nccnenosaHa B pabote Lowe u coast. Cymmap-
HasA BannbHas oLeHKa Mo 3TOM LKarne bbina [OCTOBEPHO
BblLLe y KOropTbl 0bcriegyemMbix MauUeHToB MO CpaBHe-
HUIO CO 3A40poBbIMM fobpoBosbLamu. OpHako bannbHas
OLieHKa He KoppesiMpoBana ¢ nocfenyoLwmm obHapyxe-
HWEM CHWKEeHUA arperauum TpoMboLMTOB B TECTE CBETO-
BoW arperomeTpum [9].

B Halei HepnaBHel paboTe, NOCBSILLEHHON AMarHo-
CTViKe TpoMboumMTONaTWA y IeTEN, ANS OLEHKMN BbIPasKEH-
HOCTM KITMHUYECKUX MPOSIBIEHUIA MCMOSIb30BasICA pac-
YETHbIN KIMHUYECKNN MHOEKC KPOBOTOUMBOCTHM (KUK),
MO3BONAIOLLMIA OLIEHNBATD MYSIbTUCUCTEMHOCTb M TAXECTb
remMopparvyeckoro cuHapoma [21].

apameTp Pesynbrat

Hozonorus

MeHbLLIe HOpPMasbHOrO

CuHopom
BuckotTa—Ongpuua

Pasmep TpombouuToB

BonbLue HOPMasibHOro

CvHapombl BepHapa—Cynbe,
Mapu—Tpycco, «cepbix» TPOMOOLMTOB,

«Denbix> TPOMBOLNTOB,
MYH@®-accoummMpoBaHHble pacCTPOMCTBa,
GATAL-accouumnpoBaHHas TPOMBOLMTONEHNS,

MGPS (Medich giant platelet syndrome), dounamuHonatus

Mopcbonorus TpomboumnToB <Lz

nnu «<BreaHble>, TPOMOOLMTHI

CMHOPOM «Cepbix»> TPOMBOLMTOB,
ARC-cvHapoM (apTporpunos, noveyHas ancayHKUms, XonecTas)

Tenbua
Howell=Jolly
B 3pUTPOLIMTAX

CuHopom CTOpMOpKeH

['MraHTCcKme rpaHysbl

B 3031HODMnax, basodmnax

1 MOHOUMTaX
Mopdonorus

CuHopom
Yenmaka—Xurawum

OPYrUX KINeTOYHbIX 3/1EMEHTOB KPOBU

[pu3Haku om33puTponoasa

CMHOPOM «Cepbix> TPOMBOLWTOB,
GATAL-accoummnpoBaHHas TPOMOOLMTONEHUS

BknioueHns
B NelkoumTax

MYH9-accoummpoBaHHble CUHAPOMBI
(B TOM umncre aHoManus Mesi—XerrmmHa, cM. puc. 2)
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WccnepoBaHue Maska nepuchepmyeckoin KpoBu

Yncno TpombounToB B Nepudpepuyeckon KpoBu
LOJ1KHO BbITb ONpefeneHo Bo BCeX CIyyasix nepep npo-
BeLleHneM (DYHKLMOHArbHbIX TeCTOB. [TOMMMO TOro YTO
CHWXeHWe uncna TpoMbounToB MOXKET caMo no cebe
NPUBOAMTL K MOSABMEHWIO FrEMOPParnyecKoro CMHAPO-
Ma, pesynbTaTtbl BOMbLUMHCTBA (PYHKLMOHASMbHBIX METO-
LUK (33 UCKIIOUEHWEM NPOTOUHOM LMTOMETPUM) 3aBUCST
oT uncna TpomboumnToB. BOMBLWIMHCTBO aBTOMaTUYe-
CKMX aHanM3aTopoB BblaenseT TPOMOoUUTapHbIV FeNT C
MOMOLLbIO UMMEJAHCHOO METOAA, YTO MOKET MPUBECTU K
oLumbkaM B MOACYETE NPU aHOManNMsix pasMepoB TPOMBO-
umToB. Hanpumep, B criyyae cuHpopoma bepHapa—Cynbe
n MYH?-accounmpoBaHHbIX pacCTPOMCTB CTEMNEHb TPOM-
BounToneHUn MoXKeT BbITb NepeoLieHeHa 13-3a Toro, YTo
KpYMHble TpOMBOLUMTBI He NMonafaloT B 3pUTPOLIMTAPHBIN
revT. Hanpotwue, npu cuHapome Buckotta—Ongpuya men-
Kvie TPOMBOLWTbI MOTYT NnonapfaTh Npu aHanuse B KaTero-
puio KnetouHoro aebpuca [5, 13].

NccnepoBaHve Maska nepudepuyeckon KpoBM
MO3BOSISIET HE TOSIbKO TOYHO OMNpefenuTb YMCno TPoMbo-
LIMTOB, HO U OBHapYKWTb aHOManuu 1x pasmepa u CTpo-
€HWS, a Takke 0coBeHHOCTM MOPdIONOrMM JPYrX KIeToK
KpoBU (HanpuMep, CTOMaTOLMTO3 NpY CUTOCTEPOEMUMH,
BKIOUEHNA B HelTpodhmnax npu MYH?-accouumpoBaH-
HbIX TPOMBOLMTONEHUSX), KOTOPbIE MOryYT OKa3aThCs Ana-
FHOCTUYECKM 3HaunMbiMK (Tabs. 2, puc. 2) [6, 13].

BpemMs kpoBoTeueHus

Bpemsi kpoBoTeueHns — cTapenLlimin 3 MeToaoB
OLEHKM hyHKUMM TpoMbBoumTos [22], KOTOpbIN, HECMO-
TPS Ha MHBA3WBHOCTb M MEXOMEPaTOPCKyto Bapuabenb-
HOCTb, MpUMeHsieTcs fo cux nop [23]. Bpems kpoBoTe-
UEHWUA MOXKET BO3pacTaTb MPU HEKOTOPbIX HETAMESbIX
TpoMbouuTONaTUAX, OfHAKO pe3ynbTaTbl 3aBUCAT He
TONbKO OT OYHKUMM TPOMBOLMTOB, HO M OT BO3pacTa,
remMaToKpuTa, 0COBEHHOCTEN COCYANCTON CTEHKUN U TEX-
HUKW onepatopa [24].

PucyHok 2
Ma3sok nepudpepnyeckon KpoBM MNaumeHTa C aHomanuein Mes—
XerrnuHa M ymepeHHoW  TpomBouwmTonewuenn  (cobcTeeHHoe

HabniogeHue): 6asohubHbIE BKIIOUEHS B LMTOMIa3Me rpaHyoumnTos

B nocnenHue rofpl NpoLeMOHCTPMPOBaHa HeynoB-
NeTBOpUTESIbHasi YyBCTBUTENBHOCTb U CNeunMgryHOCTb
MeTofa Ans AMarHOCTUKM NaTofiornm TpoMbounToB. Tak,
B pabote T. Quiroga v coaBT. yBENNYEHNE BPEMEHU KPO-
BOTEYEHUS OTMEYEHO TOMbKO Y 42% naumeHToB ¢ OyHK-
LMOHabHbIMK paccTpoicTBaMu TpoMbounTos [25]. AHa-
NOrNYHBIN pesyrnbTaT (UyBCTBUTENbHOCTL MeToaa — 33%)
nonyyeH G.M. Podda v coasr. [26]. B pesynbTaTte MeTo-
OVKa onpefenieHnst BpeMeHn KpoBOTeueHNs Bbina UCKIIo-
YeHa 13 NOoCnefHUX MEXAYHAPOAHbIX PEKOMEHAALIMIA NOo
AMarHocTuke TpomBoumTonaTuin [6].

AHanusatop chyHKuuin TpoMbouutos PFA-100

Mpnbop PFA-100 6bin pa3paboTaH B KauyecTBe
in vitro anbTepHaTVBbl ONPENENEHMIO BPEMEHN KPOBOT-
eyenus [27, 28]. Mpubop Mcnofb3yeT MUHUMAaTbHbIN
06beM LienbHoi Kposwu (800 MKI), KOTOPbI C BbICOKON
CKOPOCTbIO MPOMyCKaeTcs Yepe3 0TBEPCTME B MeMbpa-
He, MOKPbITON KonnareHoM u AI® nnn KonnareHom u
agpeHanuHoM. TpombouuTbl Nocne akTvBauun 1 agre-
311 K MeMbpaHe BbI3bIBAIOT OKKIIO3MI0 anepTypsbl. Mpu-
Bop domKcupyeT BpeMsi 40 MOSHOrO NPEKpALLEHNS TOKa
KPOBW Yepes anepTypy — «BpeMsA 3akpbiTusa». [pocTo-
Ta v BbICTpPOTa BLIMOMHEHUS TECTa, a Takke noTpeb-
HOCTb TOMTIbKO B MMHMMAasIbHOM 06beMe KpoBM AenaioT
npvBIiekaTenbHbIM ncnonb3osaHve PFA-100 B kauecTBe
CKpPUHUHIOBOro Metopa [5]. OgHako 3TOT MeTof He Npo-
LeMOHCTpupoBan TpebyeMon YyBCTBUTENBHOCTU B CIy-
Yyae TpoMBOUMTONATUIA C YMEPEHHON KPOBOTOUMBOCTbHIO
[25, 26, 29] v TakKe Bbln UCKITIOUEH 13 MOCIIEAHNX PEKO-
MeHpaumid ISTH [6].

CBeToBas TPAaHCMUCCUOHHAsA arperoMeTpus

CBeTOBas TPAHCMWUCCUOHHAsA arperoMeTpums UCMOb-
3yeTcs B KNuHUKe ¢ Hayana 1960-x romos [30]. 3a ato
BPEMSI METOLIKA He npeTeprnena CyLLEeCTBEHHbIX M3Me-
HEeHWN, MOOMUKALUM KOCHYNIMCb B OCHOBHOM MopTa-
TMBHOCTW NpnbOPOB M NpencTaBrneHust pe3ynbTaToB B
umdpposoM Buae. MpuHLMN MeTofa OCHOBaH Ha yBEnu-
UEHMW CBETOMPOMNYyCKaHwWs Yyepes boraTtyio TpoMbouuTamm
nnasMy rnocrne Toro, Kak pobasneHne aroHWCTa NPUBO-
OWT K aKTMBaLmu TpoMbounToB 1 0bpa3oBaHuio arpera-
ToB. OQHO M3 [OMOSTHUTEMbHBIX MPEeVMYLLECTB CBETOBOW
arperoMeTpuu — BO3MOXKHOCTb PErncTpaummn B JMHaMU-
Ke OByx(hasHOro oTBeTa C MHULMANbHOW arperaumven,
BbI3BaHHON [0DaBfIeHHbIM arOHUCTOM W BTOPOM BOSTHOM
arperaumu BCeAcTeme Bbibpoca aroHMCTOB U3 MIOTHbIX
rpaHyn u cekpeuuu TpoMbokcaHa A2 [5] (pue. 3).

CBeToBasA TPAHCMUCCHMOHHAA arperoMeTpus 40 Cux
MOp OCTaeTCs 30/10TbIM CTAHAAPTOM AMArHOCTUKM Hapy-
LeHnn doyHKUMM TpomboumnToB. OrpaHnumBaeT npume-
HEHWe 3TOro MeToAa ero HEBbICOKAs YyBCTBUTENbHOCTb
[10]. Tak, B pabote C.P. Hayward v coasT. 47% nauw-
€HTOB C HaCNeACTBEHHbIMM TPOMBOLMTONATHAMMY He UMe-
M OTKITOHEHWI, MO AAHHbLIM arperoMeTpun. 3TOT NPOLEeHT
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PucyHok 3

06pasLbl arperaTorpamm 3nopoeoro goHopa (A) v nauneHTa ¢ TpoM-
bactenueit MaHumMaHa (B): y nauvenTa ¢ TpoMbacTeHweit MnaHu-
MaHa oTMeuaeTca oTCyTcTeue arperaumn ¢ AQD® (cuHunit rpadmk),
KosinareHoM (3eneHblit rpadomk), appeHanuHoM (rony6oit rpadmk);
arperauus ¢ pUCToLeTUHOM (KpacHblid rpachmk) coxpaHeHa

100
A
L e )
P Al A
R L
R T
0 ,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,
-6
12 16 20
MuHyTbI
100
b
75 - e s
B0 —psasmmsamansnsasanes WW bty oo s ossorgrnigi
25 R /W ,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,,
/’MM
._/‘_‘__'_’—/—/’ B
0 71”“ SRR TR ___,__._M
-10 -
0 4 8 12 16 20

MUHYTbI

Tabnuua 3

Bbin BbilLE Cpeay MaLUMEHTOB C HapPYLLEHWSIMU CeKpeLmn
v Bbibpoca ALI® (56%) 1 0edUUMTOM NIIOTHLIX FpaHys
(86%) [31]. B.B. Dawood 1 coasT. He 0BHapYsKUMK U3Me-
HeHus B arperatorpammax y 42% naumeHTos, obcnepo-
BaHHbIX B CBA3M C MOAO3PEHMEM Ha Hanuune TpomMboLm-
Tonatum [32].

OnTuMarnbHoe YNCO NCMOSb3YyeMbIX arOHUCTOB U X
KOHLIEHTpaLui 00 CUX MOP OCTalTCA NPEeAMETOM AnC-
Kyccui. PaclumpeHne cnekTpa aroHUCTOB NoTeHumarnb-
HO MOBbILLAET YyBCTBUTENBHOCTb METOAA, OQHAKO Tpe-
ByeT 3HaUMTENbHOO KONMYECTBA KPOBK W yBENNUMBAET
3aTpatbl BpeMenu [5]. B pabote C.P. Hayward v coasr.
YYBCTBUTENBHOCTb TECTA MPAKTUYECKN He OTNMYanachb
(47% npoTtue cootBeTcTBEHHO 49 1 51% NOKHOOTPHU-
LaTenbHbIX pesyrbTaTos) Npu UCMONb30BAHWM MOJTHOM
naHenm aroHUcToB (KonmareH B KOHUeHTpaumsax 1,25 u
5 Mkr/mn; ADD — 2,5 u 5 MKM; apaxvnoHoBas Kucnota —
1,6 MM; U46619 — 1 MkMm; puctouetu — 0,5 n 1,25 mr/
MIT; agpeHanuH — 6 n 100 MKM), Tex ske aroHWUCTOB, B3fi-
TbIX B ONTUMarbHOM KoHUeHTpaumm (1,25 Mkr/Mn — kon-
nareH; 2,5 MkM — A[1®; 1,6 MM — apaxvpgoHoBas KUCNO-
Ta; 1 MkM — U46619; 1,25 Mr/mMn — puctoueTuH; 6 MKM
— afpeHanuH), ¥ Npy UCMoNb30BaHWUM TPEX «MyULLIUX>
aronuctos (1,25 mMkr/mn — konnareH; 1,6 MM — apaxu-
[I0HOBas K1COTa; 6 MKM — agpeHanuH). PesynbTtat cum-
Tancs aHoMarnbHbIM MPU CHUKEHUW arperaumn xoTa bObl
C OHWUM W3 aroHUCTOB. ABTOPbI MPULLSIM K BbIBOAY, YTO
KOMBMHaLMA NATU BbilLEYKasaHHbIX MHAYKTOPOB (Kosina-
reH, agppeHanuH, A[l®P, apaxugoHoBas KMCMOTa U aHa-
nor TpoMbokcaHa U46619) B eAMHCTBEHHON KOHLEH-

M3MeHeHUs B arperaumm Co CTaHLapTHBIMY arOHUCTaMu MpyW PasfiMyHoi natosiorum Tpoméoumtos [5]

AroHucT Pesynbtat

Ho3sonorus

TpombacTeHust [NaHuMaHa, cHopoM BuckoTta—0napnya (+/-

AnpeHanuH

),
LehMUUTbI MAOTHBIX FPaHys1, CUHOPOM <Benblx> TpoMBoLmMTOoB (+/-),

nedunumnt dpocdhonunasel A2, crHopom Keebek,
[edeKT anbda2-aapeHepr1yeckoro peLentopa

AlD

TpombacTenws [MMaHuMaHa, pedpekT P2Y12, crHopoM «cepbix» TPOMOOLMTOB,
cvHIpoM BuckotTta—Onmpuya (+/-), nedpmumTsl NAOTHLIX FpaHys, AedonumT doocchonmnassl A2

CHuskeHne

ApaxunoHoBas KucnoTa
arperauym

HecbmumT LIOT-1, TpombacTerust [naHLUMaHa, CuHAPOM «bertbix> TpomboLmTos (+/-),

nedekT P2Y12, npechnumTbl MAOTHbIX FpaHyn

TpombacTerws MaHuMaHa, nedpekt P2Y12, GPVI, cuHopoM «cepbix» TPOMBOLMTOB,

KonnareH

cuHapoM BuckoTTa—0nppuda (+/-), nedomumtsl nysa xpaHerus,
dunamuHonatus (+/-), cuHnopom «berbix> TpomboLmToB (+/-), GATA1-accoummpoBaHHas

TpombouuTonenud, nedunumut dpocdonvnassl A2

PucTtoueTtuH

TpombouwmTapHbIi TN Bonesnn Bunnebparaa, cuiopom bepHapa—Cynbe,

GATAl-accoummpoBaHHast TPOMBOLMTONEHNS
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Tpauumu JocTaTouHa AN PyTUHHOro npumMerenus [31].
B.B. Dawood v coaBT. 0bHapy®umM n3MeHeHuUs B arpe-
ratorpamMax y 58% naumeHToB Npu UCMONb30BaHWKN pac-
LUMpeHHOI naHenu aroHucTos (AL®D, agpeHanuH, Kon-
nareH, CRP, aroHucTbl peuentopos PAR-1 n PAR-4,
apaxunoHoBas kucnota, U46619, pucToueTuH), Kasabli
13 KOTOPbIX BbINT fODaBMEH B PasNMyYHbIX KOHLEHTPaLM-
AX. BnocnencTeumn aBTOpbl NPOBENM PETPOCMEKTUBHBIN
«OCIENJIEHHbIR> aHanM3, B XOA4e KOTOPOro BbISBIEHO,
yto B 90% crnyyaeB OTMeYeHHble HapyLUEHUA dOYHKLMI
TpombounToB MOrnn BbITb OBHApPYKEHbI C MPUMEHEHNEM
MEHbLLEro CreKTpa aroHncToB. B kayecTse onTMMmnanpo-
BaHHOW NaHenu nHaykTopos B.B. Dawood v coaBsT. npen-
noxunu ucnonb3osatb AP, agpeHanuH, apaxmaoHoBYIO
KUCNOTY, KoMnareH, puctouetuH n PARL-cneundpmuHbii
nentug (SFLRN) B eqnHCcTBEHHOM KOHUEeHTpaumm [32].

CornacHo pekoMeHgaumsam ISTH orpaHnyeHHoe umnc-
no aronucTos (puctoueTuH, AD, KonnareH, agpeHaniH,
apaxuLoHOBas KUCOTa) ABMNAETCA 4OCTAaTOUYHbIM B Kave-
CTBe TeCTa NepBON NIMHWK B AMArHOCTUKE HACeACTBEH-
HOM naTonorum TpoMboumToB [6]. CHUKeHMEe arperaumnm
C appeHasIMHOM YacTo BbISBMSETCS MPU CKPUHWHIE U He
CINY}KWUT OCHOBaHWEM L5 fanbHewlero obcnenosaxuns,
€CIn 3T0 M30/IMpoBaHHas aHoManws (Tabsn. 3) [6].

[TOMMMO HepoCTaTOYHOW YyBCTBUTENBHOCTH, K HEAO-
CTaTKaM CBETOBOW arperoMeTpuu OTHOCHATCS ee TPy#o-
€MKOCTb, YyBCTBUTENBHOCTb K MOMPELUHOCTSAM NpeaHanu-
TUYECKOro 3Tana, 3aBMCMMOCTb OT YMcra TPOMBOLMTOB, a
Takke NoTpebHOCTb B 3HAUNTENBHOM KOIMYEeCTBe MaTe-
pvana ansa uccneposanvs. [Ins npoBeaeHns TecToB TOMb-
KO CO CTaHAAPTHOM NaHenblo aroHMCTOB TpebyeTcs OKoNo
6—9 mn kposu. ViccnenoBaHns YacTto HE0BXOAMMO MOBTO-
PATb 419 UCKITIOYEHWS BNIUSHWS MOrPELLHOCTeN npeaHa-
NUTUKK, 0CODEHHO B Cnyyasx, KOrfa BbISBMSETCS CHU-
MEHMEe arperaummn ToNbKO C OfHUM 13 aroHucTos [5, 10,
24]. B nocnenHee BpeMs CTanu LOCTYMHbI peKOMeHaa-
LMW, NpM3BaHHble CTaHAAPTU3NPOBaTb METOLAMKY arpe-
rOMETPWU, MO3BOSISSE CPaBHMBATb Pe3ynbTaTbl, MOMyYeH-
Hble B pasHbIx Nnabopatopusx [11, 12, 33].

[locToBepHOCTb pe3ynbTaToB arperoMeTpun 3aBu-
CWT OT uncna TpoMbounToB B UccnenyemMom obpasue:
B 00LLIEM CuMTaeTCA, YTO MPOBEAEHNE aHanM3a BO3MOXK-
HO npu uncne TpomboumToB B npobe, paBHoM 150-600
ThIC/MKI1, B MPOTUBHOM CJlyyae TPaKTOBKa pPesyribTaToB
TecTa MoeT BbITb 3aTpyaHuTENbHa. KpoMe Toro, agek-
BaTHasi MHTepnpeTauusa HeBO3MOXKHa ANs 0bpasLos ¢
Bblpa)keHHoN runepbunupybuHemuen, nunemmen, remo-
nusom [11, 12].

Mopudpmkauum arperomeTpum

Kak 0TMeueHo Bbille, K HeloCTaTKaM arperoMeTpum
OTHOCMUTCS BPEMSsi- U TPYA03aTPaTHOCTb, a TaKKe noTpeb-
HOCTb B 3HAUWTESIbHOM KOJIMYECTBE KPOBW, UTO OCODEH-
HO 3aTpynHSIeT MPOBELEHVe UCCIeNoBaHNS Yy ieTell MIaf-
LWero Bo3pacTa. [1N1s NpeofosieHnst 3TUX OrpaHuYeHuii

Bbina paspabotaHa Mogndmkaumsa MeToaa C NpuMeHe-
HueM 96-nyHouHoro npubopa Optimul, ncnonb3yioLlero
nmodpnn3oBaHHble peareHTbl. [pubop No3BonseT nNpo-
M3BOAMTb OJHOBPEMEHHYIO OLIEHKY arperauun 60sbLuo-
ro KonmyecTsa 06pa3LoB C HECKOMbKMMMW arOHNCTaMm B
marnom obbeme PRP [34].

MeToA MPOAEeMOHCTPUPOBar YyBCTBUTENbHOCTb U
cneunmryHoCTb, CPaBHUMYIO C TPaAAULIMOHHOW MeTo-
OMKON CBETOBOW arperoMeTpuu B UCClefoBaHUu
M. Lordkipanidze n coaBT., 4TO NO3BONSET paccMa-
TPUBaTb €ro Kak NepcrneKTUBHbIN MHCTPYMEHT CKPUHWH-
ra [35].

ELle ogHa MoaudhvKaLms arperoMeTpum — Tak Hasbl-
BaeMasi MMMefaHCHas arperoMeTpus, NPoOBOAMMAsR Ha
obpasuax LenbHoi kposu. B aTom cnyyae npubop name-
PSET 3MEKTPUUECKMIA UMMeaaHc (KoMMieKcHoe comnpo-
TUBfIEHWE) MEsKAY [BYMS SMEKTPOLAMM, MOMELLEHHbIMM
B KIOBETY C uccnegyembiM obpasuom. MiMnegaHc BO3-
pacTaet o Mepe arperauun TpoMbounTos [36]. Mpen-
MyLLECTBa 3TOF0 MeTofa MO CPaBHEHUIO C TPaAWLIMOH-
HOM MeTOOMKON: TpebyeTca MeHbLLEE KONTMYECTBO KPOBU
N MeHbLUee YMCNo MaHunynsaumin ¢ obpasuamu, ogHako
OMbIT NPUMEHEHUS 3TOM METOLMKN KPanHe OrpaHUYeH,
YTO fenaeT MHTEPnpPeTaumio NoSlyYeHHbIX Pe3ynbTaToB
3aTpyaHuTeNbHOM [12].

WccnenoBaHne cekpeuum rpaHyn

BbIGpoc rpaHyn — BasHbIA MexaHWU3M aMnindmkaLmmn
oTBETa TPOMBOUMTOB Ha NepBUYHbIVA CTuMyn. [edpmumT
rpaHyn unu HapylleHve ux mobunusaumm yacto obHa-
PY)XMBAIOT Y UL, C YMEPEHHbIMW NPOSBIEHNSIMU KPOBO-
TounBocTU [5]. TpagMLMOHHBIM METOLOM OLEHKM Cerpe-
LMW rpaHyn cTana JlloMUarperoMeTpus, OCHOBaHHas Ha
petekumn AT®, BbicBOBOKAAEMOr0O M3 MAOTHBLIX FPaHyn.
OueHka KoHueHTpauun AT® npoBoaMTCS C NOMOLLbIO
BronioMuHecLieHumm [12].

AnbTepHaTVBHbIA METOR OLIEHKM CEKPeLIMM MIOTHbIX
rpaHy”n — 3axBaT v nocnenyioLlee BbICBODOXAEHVE Cepo-
TOHWHA, MEYEHHOr0 PafMoaKTUBHOW MeTKoW. HecMoTps
Ha XOpOLLYIO YyBCTBUTENBHOCTb ¥ BOCNPOU3BOANMOCTb
[37], MeToa He MOMyunn LUMPOKOIO PacnpoCcTPaHeHus
13-3a HeO0bXOAMMOCTM MaHUMYNAUMIA C PaAMOAKTUBHBIM
BELLEeCTBOM. KpoMe TOro, CeKpeLmio CEpPOTOHMHA MOXK-
HO OLEHWTb NMOCPEeACTBOM MMMYHODEPMEHTHOMO METO-
fa (ELISA) 1 BbICOKOIDIEKTUBHOM SKMAKOCTHO XpOMa-
Torpadmu, xoTss 0be METOLMKM TEXHUYECKM CIOMKHBIE U
MMEeIOT OrpaHuyeHHoe NpuMeHeHue B KnHuke [5].

Heobxooumo oTMeTWUTb, UTO NlOMUArperoMeTpus
He No3BOMAET pasnunyaTb AedULMT MNOTHBIX FPaHyn K
AedyekTbl X Mobumsauum, Koraa YMcCo v COAepPK1UMoe
rPaHys He M3MEHEHbI, OOHAKO HapyLUeH UX BbIbpoc B Npo-
Lecce aktueauuv TpomboumToB. MoaTomy, ecnu nony-
YEHHblE [aHHbIE CBUAETENbCTBYET O CHUMXEHUN CeKpe-
LMW FpaHyrn, CofepXaHne CEPOTOHNHA NN HYKITEOTUAOB
LOJIKHO BbITb OLEHEeHO B nn3aTe TpoMboumnToB Ans aud-
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thepeHuManbHOM AMarHOCTUKM fechuumuTa nyna XpaHeHust
v nedpekTos MoBunusaumm rpanyn [12].

B nocneaHve rofbl A58 OLUEHKU CeKpeLun rpaHyn
LLMPOKO MPUMEHSIeTCs NPoToUHas untomeTpus [5].

MpoTouHas uuToMeTpUn

lMpoTOYHas LMTOMETPMSA — MOLLHBIMA AMArHOCTUYECKUI
WHCTPYMEHT A5 NnoslyyeHns nHdpopmMaumm o heHoTnm-
YECKOM cTaTyce TpoMboumMTOB. MeTop No3BoSIAET AaBaTh
KOMMYECTBEHHYIO OLEHKY 3KCMPECCUM MOBEPXHOCTHbIX
PeLenTopoB ¥ KOMMOHEHTOB rPaHyr, B3aMMOLENCTBUA
TPOMBOLUMTOB C APYrMMW TUMAMU KIETOK Y KOMMOHEH-
TaMu MiIa3MeHHOro remMocTasa. [1poToyHas LMToMeTpus
MOET MPUMEHATHCS AMA AMAarHOCTUKM HacNeaCcTBeH-
HbIX TpoMbouMTONaTUIA, NATONOrMYECKON aKTUBaLMM
TPOMBOLMTOB (B UACTHOCTU, B KOHTEKCTE MLLIEMUYECKOI
BonesHu cepaua 1 LepebpoBacKymnspHOM NaTonoruu),
a Takxe Ansa oueHkn 3PdEKTUBHOCTU aHTMArperaHToB
[38, 391 (puc. 4).

MeTooMKa MPOTOYHOM UMTOMETPWUM MO3BONSAET
MCNonb3oBaTh LeSbHYI0 KpoBb, Boratyio TpombouuTamm
nnasmy (PRP) n oTMbITble TpombouwnTbl. OgHaKo Ucnonb-
30BaHne PRP u oTMbITbix TpomMboumnTOB HeceT B cebe
pUCK in vitro akTuBauuy TPoMBOLMTOB B MOMEHT Mpo-
BEAEHMA cenapauMoHHbIX npouenyp. Mcnonb3oBaHue
LIeNMbHOM KPOBM MO3BOSSIET MUHMMU3NPOBATb 3TOT PUCK U
sBnseTca bonee hM3MONOrMYHBIM, MOCKOSbKY NO3BOSIA-
€T OLeHNBaTb COCTOSIHNE TPOMBOLIMTOB B MX €CTECTBEH-
HOM «COCEACTBe> C APYrMMU KIETOYHbIMW 3fIEMEHTaMu
(spuTpoumTamu, neikountamu) 1 nnasmoi [39, 40]. Bax-
HOE MPeVMYLLLEeCTBO 3TOro MeToAa — O4eHb Marbii 06beM
LIeSbHOM KPOBM (MUHMMaNbHO — OKOMO 5 MK), Heobxoam-
MbI ANA NPOBEAEHNs UCCMeaoBaHus. 3Ta 0COBeHHOCTb
0YeHb BaHa, eCnvi HEBO3MOXEH 3abop H0bLLIOro Kofu-
yecTBa KpoBu (HanpuMep, y AeTeil rpynHOro BospacTa).
KpoMme Toro, MeTon MOXHO MCMOMNb30BaTh AAXe Y nauu-
eHTOB C rnybokoit TpoMbouunTonexueit [5, 39].

lpoToyHas uMTOMETPMA MO3BOMAET MOATBEp-
IaTb TakMe OMarHosbl, Kak cuHapoM bepHapa—Cynbe
n TpoMbacTeHus [MaHLUMaHa — HacNencTBEHHbIE TPOM-
BounTonaTum, CBSA3aHHbIE C HApYLUEHWEM 3KCMpPeccumn

PucyHok 4

MOBEPXHOCTHbIX MHTErpMHOB. B nepBoM cnyyae ncnonb-
3YI0TCSA MOHOKIIOHarnbHble aHTuTena K GP1b (CD42b),
GPIX (CD42a), GPV (CD42d). Wcnonb3oBaHue Lenb-
HOM KpoBWM No3BonseT nsbexaTb NpobnemM cenapauum
FUraHTCKMX TpOMBOLMTOB, NpUBAMNKAIOLLMXCS MO pa3me-
Py K 3puTpoLMTaM 1 fake nenkounTtam. B cnyuae Tpom-
BacTeHun MaHLUMaHa MCnosib30BaHWe MOHOKITOHASbHbIX
aHtuten k allb (GPIIb, CD41) n B3 (GPllla, CD61) nosso-
NSeT BbICTPO YCTAHOBUTb AMArHO3 Kak B Crlyyae roMoau-
FOTHOr0, TaK 1 reTepo3nroTHOro Hacneposaxus [39-41].
[lononHUTENbHO MOXHO OLeHMBATb 3KCMPeccuio Apy-
TUX MOBEPXHOCTHBIX rAMKonpoTenHos — GPla/lla (CD31 u
CD49b), GPIV (CD36), GPVI [6].

B nmpouecce akTvBauun TpoMBOLMTOB 3KCMpeccus
MOBEPXHOCTHbIX aHTUIEHOB NMOABEpPraeTCs U3MEHEHN-
AM. OLHO M3 OCHOBHbIX NMPEUMYLLECTB NPOTOYHON LMTO-
METPWMN — BO3MOXXHOCTb 0BHapYsKMBaTb aKTUBMPOBAHHOE
COCTOSIHWE LIMPKYSIMPYIOLLMX TPOMBOLMTOB U OLEHMBATD
peakumio TpoMbounToB Ha fobaBneHue cneumngmuyeckmx
aroHMCTOB. B KauecTBe aKTMBATOPOB MOXHO MCMOMb30-
BaTb TPOMOWH, NeNTUA-aroHUCT TPOMBMHOBOIO peLen-
Topa (TRAP), apeHosuHandocdat (AA®P), konnareH
[40]. NMabopaTopHble MapKepbl akTMBaLMK TPOMBOLMTOB
BKJ1I0YAIOT KOH(POPMALIMOHHbIE U3MEHEHUSI MHTErPUHA
02B3 (peuenTop chubpuHoreHa u haktopa BunnebpaH-
[a), NOBEPXHOCTHYI0 SKCMPECCUI0 KOMMOHEHTOB rpaHyrn
1 ceKkpeTupyembix TpoMbounTamm 6enkos 1 cBopKy KoM-
NneKcoB (DaKTOPOB CBEPTbIBAHUS Ha NMOBEPXHOCTW TPOM-
boumTos [39-41].

Mocne akTnBaummn TpoMboumToB UHTerpuH ollbp3
npeTepneBaeT KOH(POPMaLMOHHbIE U3MEHEHMSI, NO3BO-
nsioLLMe CBA3bIBaTb Monekysbl oubpuHoreHa. lNosisne-
HWe Ha MOBEPXHOCTU paHee CKPbITOro anuTona genaet
ero JOCTYMHbIM A1 CBA3bIBAHUSA C MOHOKITOHANbHbIMU
aHTuTenamm PAC1 [39-41].

[poTOYHasA LMTOMETPHS C YCNEXOM NPUMEHsIeTCS AN
LVarHOCTUKM LechULMTOB FpaHys v HapyLLEHWA X MoBu-
nusaumu [5]. P-cenektuH (CD62P) — KOMMOHEHT MeM-
BpaH anbdha-rpaHyn, KOTOPbIN He 3KCMpPeccupyeTcs Ha
MOBEPXHOCTM NOKOALLMXCS TpoMboumnToB. Ero noseneHune
Ha NOBEPXHOCTM TPOMOOLIMTOB CBUAETENbCTBYET O Aerpa-

OueHka akcnipeccuu GPIb (CD 42b) Ha noBepxHOCTV TPOMBOLMTOB C MOMOLLbIO MPOTOYHOM uToMeTpun (A, B — 3n0poBbiit foHop; B, I — nauu-
€HTKa ¢ cuHapoMoM BepHapa—Cysibe): y nauneHTku ¢ cuHapoMom BepHapa—Cyrbe yBenuueHbl pa3aMepbl TPOMBOLMTOB (CPaBHUTL BENUUMHY
paccesHus ceeTa nof ManbiMu yrnamu (FSC-H) Ha rpadoukax A u B), oTcyTcTteyeT akcnpeccus GPIb (cpashuts B v )
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HYNAUMKM B mpoLecce akTveauum [39-41]. B kauyecTse
Mapkepa Bblbpoca NnoTHbIX FpaHyn ucnonbayT CD63 —
Benok, copepalumncs B MeMbpaHax nioTHbIX FPaHyn 1
NM30COM, TaKXe MOSBAIOLLMIACA Ha NOBEPXHOCTM TPOM-
BoumnToB nocre perpaHynsaumm [39-41].

[MocpencTBOM MPOTOYHOM LIMTOMETPUM MOXKHO MpPO-
BOLMTb OLIEHKY 3axBaTa M Bblbpoca MenakpuHa — Kpa-
CUTENS, CEMNEKTVUBHO CBS3bIBAIOLLEr0CS C afeHNHOBbLIMM
HYKIeoTUAaMM B MIOTHbIX rpaHynax. MeToanka noseo-
nseT apmdpdepeHUMpoBaTh AeULMT NIOTHbLIX FPaHy U
pedeKTbl Mx Mobunusaumm [42, 43]. AnbTepHaTUBHbINA
BapWaHT OLEHKM CBA3bIBaHWSI MemnakpuHa — donyopec-
LIEHTHas MUKPOCKONMMS, OlHAKO 3TOT METO[ 3HAUNTENb-
HO Boree TPYLOEMKUA 1 CyBbeKTUBHbIN [5].

MpokoarynsHTHaa yHKUMa TpoMboLMTOB Tak-
e MOsKeT BbITb UCCnefoBaHa NOCPEACTBOM NMPOTOYHOM
untoMetpuu [6, 5]. Mocne cTumynsumm TpoMbounToB
CWUMbHBIMK aroHucTaMu (HanpuMmep, KoMBuHaLUmMel Kon-
nareHa ¢ TpoMbuHoM unn CRP) aHWoHHble dhocdponu-
n1Aabl, B TOM uncne dpocpaTmaniicCepuH, nepemMeLLaloTcs
M3 BHYTPEHHEr0 BO BHELUHWIA JIMMUAHBIA CIOM KNeToy-
HOM MeMBpaHbl, coobLLan BHELLHe NOBEPXHOCTU OTPU-
uaTenbHbI 3apsa. OTpuuaTenbHbl 3apsg cnocobeTeyeT
cbopke Ha nunugHoM mMembpaHe KOMMeKcoB hakTo-
POB CBEPTbIBaHUs, OTBETCTBEHHbIX 3@ FeHepaLmio TPOM-
BuHa. OkcTepHanmaaumsa dochaTnanncepuHa MoxeT
BbITb M3MepeHa C MOMOLLIbIO CneumanbHbIX NPob ¢ AHHeK-
CWHOM V 1 MCNONb3yeTcs A5 AMarHOCTUKM COCTOSIHUMA C
MOBbILLEHHOM (CMHAPOM CTOPMOKEH) U CHUMEHHO (CUH-
apoM CKoTTa) NpoKOoarymsiHTHOM akTuBHOCTbIO [6, 5].

B 6onblUMHCTBE cllyyaeB NPOTOYHAsA LUTOMETpuS
MPOBOAMTCS Ha HedhMKCHPOBaHHbIX 0bpasuax, a 3HauuT,
npoby Heobxoammo B3ATb B paboTy Bckope nocre 3abopa
KpoBu. TakuM 0bpa3oM, MpoBefeHNEe NPOTOYHON LIMTOMe-
TPUK, Kak 1 BONbLUMHCTBA APYruX TeCToB TpoMbounTap-
HbIX (DYHKLMIA, BO3MOXHO NLLb B KPYMHBIX KIIMHUYECKMX
W MCCnenoBaTeSIbCKUX LEHTPaX, MOCKOMbKY TpaHCnop-

Tabnuua 4

TUpoBaTb 06pa3Libl M3 OOHON KIMHUKK B APYrYIO Heslb3sl.
Ins pewwennsa atoi npobnemsl B 2007 rony bbin paspa-
BoTaH 1 3anaTeHToBaH hukcmpylowwmin pacteop, PAMFix
(Platelet Solutins, Ltd., Nottingham, UK), nossonsio-
LLMIA XpaHUTb 0Bpa3sLibl LiIeNbHOM KPOBU B TeUeHWe 9 CyToK
6e3 HapyLLUeHWsi 3KCMPeCcCun NOBEPXHOCTHBIX MapKEPOB
(B uacTHoCTH, P-cenekTuna) [44].

BecbMa MHTEpeceH M NoKa HeLoCTaTOYHO U3YyYeH
BOMPOC 0 KOPPensiLuv pe3ynbTaToB NPOTOYHON LIMTOME-
TPUM W CTENEHW BbIPAsKEHHOCTU KIIMHUYECKUX NPOsiBRe-
HW KpOBOTOUMBOCTK. B Halwwel HepaBHel paboTe bbina
obHapysKeHa npsiMas 3aBUCUMOCTb MEXKIY BblPaXKeHHO-
CTbl0 FEMOPPArnyeckoro CUHAPOMA, CTEMEHbIO aKTU-
Bauuu uHTerpuHa ollbB3 1 BbIBPOCOM MAOTHBLIX FpaHyn
(p<0,05). OgHaKo CTaTUCTUUYECKM LOCTOBEPHON CBA3M
MEKIY BbIPaXKEHHOCTbIO KPOBOTOUMBOCTH U U30SIMPOBAH-
HbIMW HapYLLIEHWSIMK CO CTOPOHbI anbdda- v NMOTHbIX Fpa-
HYI BbISIBUTb He YLanocb, BO3SMOXHO, W3-3a HeBonbLLIOro
pasmepa Bbibopku [21].

OneKkTpoHHas MMKpOCKONUSA

TpaHCMUCCHOHHAs 3NEeKTPOHHas MUKpOCKonus obe-
cneunBaeT yBenuuyeHve nopspka 10° u paspelueHue
0,2 HM. MeTop no3BonseT nofyyaTb MHopMaumio npe-
e Bcero 06 aHOManusx KonMyecTBa U CTPOEHUS rpa-
Hyn TpomboumTos (rabsn. 4) [45].

OcobeHHOCTU OLeHKM PyHKLMIA TpoMbBoLMTOB Y
HOBOPOXAEHHbIX U AleTEN NEePBOro rofa }KU3Hu

B TeueHne nepBoro roga sKunsHu HONbLUMHCTBO feTei
He CTaflkMBaeTCs C CUTyaLMsaMU, NPesCcTaBnSioLIMMM
«Cepbe3Hoe UCMbITaHne> A1 COCTOATENIbHOCTU CUCTEMI
remocTasa. bnarogaps 9ToMy naTonorMyeckme cocTos-
HUA C YMEPEHHbIMU ¥ HE3HAYMTESbHBIMU MPOABMEHUAMM
KPOBOTOUMBOCTU, K UNCITYy KOTOPbIX OTHOCUTCA BosbLuas
yacTb TpoMboUMTONATHIA, MOTYT HE UMETb KITMHUYECKMX
NpOsIBNEHUIA B rPyAHOM Bo3pacTe. B To xe BpeMs Tsske-

AHOManuu cTpoeHust TPOMBOLMTOB, BbISIBIIEMbIE MOCPEACTBOM TPAHCMUCCUOHHOW 3MEKTPOHHOM MUKpoCcKonuu [5]

Mapametp Pesynbtat Hosonorus
Anecha CuHopoM «cepbix> TPOMOOLMTOB,
ARC-curapoM, MGPS (Medich giant platelet syndrome)
ConepskaHue rpamyn OenbTa CHiwkeHo OecbuumTbl nyna xpaHerus (nensta)

Anbcba v fenbTta

CoyeTaHHble [eduLmTbl Nyna XpaHeHus

Mopdhonorusa rpanyn

['MranTckve anbda-rpaHyssl

CuHgpoM lMapu—Tpycco, hunammHonaTs

MemBpaHo3Hble BKIIOUEHUA MGPS

[lpyruie CTpyKTYypHble aHOManmm

AHoManmm opraHesnn

CviHapoM «Befbix> TpoMBOLMTOB

CvHapom Mopk
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flast NaTonornsa reMocTasa MOXET MPOSIBUTLCA YKe B Nep-
Bbl€ YaCbl M CYTKM XM3HU B BUAE pa3BuTus kedhanorema-
TOM, BHYTPUYEPENHBIX KPOBOM3NUSHUIA, KPOBOTEUEHUI 13
MyMNoBMHHOMO ocTaTKa [46].

[TOMMMO CNOMKHOCTEN BEHO3HOrO AOCTYyNa U HEBO3-
MOXXHOCTM 3abopa 6onbLIOro KONMYECTBa KPOBYW A1 aHa-
NN3a, oLeHKa PYHKLUMI TPOMBOLIMTOB Y HOBOPOKAEHHbIX
¥ FPYOHbIX AeTel QOMOSHUTENbHO 3aTPYOHAETCA OTCyT-
CTBMEM 0BLLENPUHATLIX pedbepeHCHbIX 3HadeHuit [47,
48]. Mo 3aTyecknM coobpaeHnsM 3a60p BEHO3HOM Kpo-
B/ Y 30OPOBbIX HOBOPOXAEHHbIX A1 MCNONb30BaHWS B
KayeCcTBe HOPMarbHOr0 KOHTPOMA NMPaKTUYECKN He Mpo-
n3BoamTCA. Bo MHOMMX Criyyasix gaHHble 0 PyHKLMOHaMb-
HbIX 0CODEHHOCTAX TPOMBOLIMTOB HOBOPOKAEHHbIX AETEN
Bb1M nofnyyeHbl Ha obpaslax nynoBuHHOK Kposm [49].
BripoueM, no ganHbiM A.G. Sitaru n coasrT., akcnpeccus
nuterpuHa ollbP3, P-cenektuHa u cesasbiBaHne PACL
C aKTuBMpoBaHHoW chopmon allbB3 He pasnuuanuck B
cepuax 0bpa3uoB, B3SATbIX U3 MYNMOBUHHOW VM BEHO3HOM
KPOBW HOBOPOKAEHHbIX B MEPBbIE CYTKM KU3HWU. TaksKe B
paboTe bbina NpogeMoHCTPMpPOBaHa MeHbLUAsi MO CpaB-
HEHWIO CO B3POCIION NONYNsALUMEN SKCNPECCUSI MHTErpU-
Ha ollbPB3 y HoBopoMKaEHHbIX. KpoMe Toro, MMenu MecTo
PasnMunA B IKCMPECCHMN MOBEPXHOCTHBIX MIMKOMPOTEN-
HOB Y AOHOLUEHHbIX M HEJOHOLLEHHbIX HOBOPOXAEHHbIX.
[eTv c recTaumoHHbIM Bo3pacToM MeHee 30 Hefenb uMe-
N JocToBeEPHO Bonee HU3KMe NoKasaTenu IKCMpeccum
nHTerpuHa ollbp3 [501.

B T0o Bpemsa kak uucno u cpenHuin obbvem Tpombo-
LIMTOB Y HOBOPOMKAEHHbIX HE OTIIMYAIOTCA OT TAKOBbIX Y
niofe Apyryx BO3PacTHbIX FPYMM, CYLLECTBYIOT JaHHbIE O
psife yNbTPaCcTPYKTYPHbIX OTMYMIA. B yacTHOCTW, ¥ HOBO-
POXAEHHbIX ONUCaHO MEHbLLIEE MO CPABHEHMIO CO B3POC-
NbIMWU KONMYECTBO anbdpa-rpaHyr, NceBnonoamnii U BUan-
MbIX MUKPOTYBYNApHbIX CTpyKTYp [51].

Mo-BuomMMoMy, pedrepeHCHble UHTepBanbl dYHK-
LIMOHambHbIX TECTOB TPOMBOLMTOB y feTew B BO3pac-
Te cTapwe 1 rofa He OTIMYAIOTCA OT TaKOBbIX Y B3POC-
nbix [52]. OgHaKo y HOBOPOXKAEHHbIX B TEUEHUE MepBbIX
OBYX HELESb sKM3HWU OTMEYAETCA CHUKEHWe arperauum B
OTBeT Ha fobaBneHve CTaHLapTHbIX aroHUCToB (agpeHa-
MuHa, konnareHa, Al®, TpoMbuHa, aHanoros TPOMBOK-
caHa A2), cHWkeH1e MOBMNM3aLMK KanbLms U CeKpeLmm
rpaHyn B OTBET Ha fobaBfeHWe MHOYKTOPOB, a Takxke
CHuxeHwne ceAsbiBaHusa PACL nocne aktuBauuu. Hanpo-
TVB, afresns v arfnioTUHaLUMS C PUCTOLETUHOM YCUIIEHbI
MO CPaBHEHMIO C 3TUMM MOKA3aTENAMM B CTapLUMX BO3-
pacTHbIx rpynnax [47].

3aknioueHune

HacnencTBeHHble HapyLleHns doyHKUMIA TpoMboLm-
TOB, B 0COBEHHOCTM HeTsxenble MX OOpMbl, NpeacTaB-
NAIOT KpPalHe CMOXKHYI0 3afavy A5 NOCTAaHOBKM TOYHOI 0
omarHosa. [1ocTynHble METOAUKM OLEHKM (PYHKLIMIA TPOM-
BounTOB [0 CMX NOP NSIOX0 CTaHAAPTU3MPOBaHbI, TPeby-
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0T COOTBETCTBYIOLLEN OCHaLLleHHOCTU nabopaTopuu u
KBanMuKaLmm COTPYLHUKOB. YunTbiBasi HEOOXOAMMOCTb
MPOBefEHMst aHanu3a B TeueHune Brvskanlero BpeMeHu
nocsie BeHEMyHKLUMW, AaHHbIA AMarHOCTUYECKMIA MOUCK
BO3MOXEH WCKITIOUNTENBHO B CMELMANIM3NPOBaHHbIX LieH-
Tpax. [1pn 3TOM COXpaHSETCA BO3MOKHOCTb HEJOOLIeHKM
pacnpoCcTpaHeHHOCTW HACNEeACTBEHHON NaTOOr MM TPOM-
GouuTos B nonynsaumm [5, 13, 16].

OpHWM 13 Hambonee NepcneKTUBHLIX HanpaBneHui B
LMarHoCTWKe HaCNeAcTBEHHbIX TpoMboumTonaTuii Npea-
CTaBMAETCA UCMONb30BaHWE NMPOTOYHON LUTOMETPUN.
3Ta MeToAMKa No3BOSISIeT UCCefoBaThb CPady HECKOSIbKO
acnekToB hyHKLMIA TPOMBOLMTOB, B TOM UMCIe Y NaLMUeH-
TOB C BblpaskeHHON TpoMbouuToneHven. ELle ogHo ABHOe
MPeVMyLLIECTBO NPOTOYHON LIMTOMETPUM — NOTPEBHOCTH B
KpalHe MarioM KOJIMYecTBe KPOBU, YTO OCOBEHHO BaKHO
ANs NeAMaTpuyeckux nauneHTos [5].

OnHO 13 HOBbIX HAaNpaBMeHU B AMArHOCTWKe Hacnen-
CTBEHHOW NaTosiorun TPoMBOLIMTOB, aKTUBHO pPa3BMBalo-
Leecs B MOCMefHWe rofbl, — MONEKYNSAPHO-reHeTnYe-
ckas imarHocTuka. MogpobHoe paccMOTpPeHVe LaHHOro
HanpaBneHWsl He BXOOMUT B paMKu HacTosLwero obsopa,
MHPOPMaLMIO O HEM MOXKHO HalTW B HepaBHUX nybnvka-
umnsx [7, 15, 53, 54]. PasBnTHIO MOSERYNAPHO-TEHETH-
YECKOMN IMarHOCTMKM cnocobCcTBOBanM ycrnexu TeXHOo-
ruv next-generation sequencing (NGS), no3sonusLumne
OOHOBPEMEHHO aHanun3upoBaTb bonbluoe uncno obpas-
LOB, CHWXaa TakuM obpa3oM hMHaAHCOBbIe U Bpe-
MEHHble 3aTpaThl Ha NpoBefeHue uccrenosanus [55].
Bo3MoxHo, B BrivxkaniuemM BynyLeM MoOnekynspHo-re-
HETWYECKas AMArHOCTUKA BbITECHUT DYHKLMOHArbHbIE
TeCTbl U3 NePBON NINHWUM AMArHOCTVKN TpoMboumTonaTui
[15, 53]. OnHako pesynbTaTbl CEKBEHUPOBAHUSA YacTo
CMOMKHbI 4111 UHTepnpeTaumn, a cBa3b 0BHapyKeHHOM
MyTauumn ¢ OeHOTUMNYECKUMI NPOABMEHUAMU KPOBOTO-
UMBOCTYM He Bcerga MOKeT BblTb 0OAHO3HaYHO [OKa3aHa.
KpoMe Toro, HeTsixenble reMopparnyeckue nposiene-
HWA YacTo ABMSIOTCA KOMMEKCHbIM COCTOSIHUEM, pea-
NN3yloLLMMCS B pe3ynbTaTe COHaCc/IeA0BaHWS HECKOMb-
KX 0ed)eKToB, Kaabld U3 KOTOPbIX B OTLENbHOCTU He
BbI3bIBAET NPOSABIIEHUI KPOBOTOUMBOCTM [6].

Taknm 06pa3oM, Ha CerofHsLLHWI OeHb No3TanHoe
npoBefeHne OyHKLMOHamMbHbIX TECTOB B COOTBETCTBUM C
onybnMKoBaHHLIMKU MeXAYHAPOLHbIMU PEKOMEHLaLMAMM
0CTaeTCst OCHOBOW AMArHOCTUKM HacNeACTBEHHbIX TPOM-
6oumnTonatuit [15].

UCTOYHUK ®UHAHCUPOBAHUS
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbW MOATBEPAMIIM OTCYTCTBME KOH(PIIMKTA MHTEPECOB,
0 KOTOPOM HeobXxoarMo COooBLLNTB.
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