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OPUTUHAJNbHBIE CTATbU

IlnarHoctuka TpomboumntonaTum

y AeTen: Koppensauum nccrenoBaHus
thyYHKLMUOHANIbHOW aKTUBHOCTH
TPOMBOLMTOB C KIIMHMUYECKOMU
KapTUHOMW U pe3ynbTaTaMu
arperoMeTpuu

[.B. ®epoposal, M.A. }apkos!, A.A. UrHaTosal, A.l0. ®enoTos?, [1.M. MNMonoxos?,
A.B. MNonetaes?, E.A. CeperunHal, A.B. MwoHKKH?

T@OIbY «HaumoHanbHbIi MEAULMHCKUI UCCIIe[0BATENbCKUI LUEHTP AETCKOM remMaTosiorum,
OHKOJI0rMu U uMMyHosiorun uM. [imutpusi Porayesa» MuHsgpasa Poccun, Mocksa
2@I60Y BO «Poccurickuii HaUMOHATbHbIN UCCIEA0BATENbCKUI MEAUUMHCKUI YHUBEpCUTET
uM. H.W. [nporoBa» MuH3sgpaBa Poccun, Mockea

BposkpneHHble TpomMbouuTonaTun — reTeporeHHas rpynna 3abonesaHuit, AN AMArHOCTUKM KOTOPbIX
MCMONb3ylTCHA CBETOBasA TPAHCMUCCWMOHHAA arperomMeTpus u obnapalowui pagoM nNpenMyLLecTs
Boriee HOBbI METOA, TECT (PYHKLMOHAMBHOM aKTUBHOCTM TpoMBounToB (PAT), 0OCHOBaHHbIA Ha
MPOTOYHOW LMTOMETPUM TPOMDOLIMTOB A0 M nocrne akTueaumu. Llenb paboTbl — oueHKa B3avMOCBA3N
HapyLLUEHWi, BbISBAEMbIX MO AaHHbIM arperoMetpun n ®AT, n Koppenaunn BbISBIEHHbIX AedeKTOB
C KITMHUYECKOW KapTuHOW. B peTpocnekTuBHbIN aHanua Bkniouunu 50 peteir, obcrnenoBaHHbIX Ha
npeaMeT HacNeACTBEHHOW naTonorun Tpombountos. Becem naumeHTtam bbin nposepeH Tect AT u
arperoMeTpuvsi C OCHOBHbIMW MHOYKTOPaMWU. TPOMBOLMTONEHUSA ABMANACh KPUTEPUEM UCKITIOUEHUS.
TAXECTb KIMMHUYECKUX NPOABIIEHWA oueHnBanack no wkane ISTH BAT. [lnarHos «TpombacTeHus
MmaHuMaHa> (TT) Bbif ycTaHoBIEH 7 nauveHTaMm, fechuUnT MIOTHBIX 1/Unu anbda-rpaHys TPoMBoUUTOB
BbIfIBIIEH Y 13, CHUKeHMe KOHLEHTPaLMK akTUBHOW hpakuun nHterpuHa allbB3 nocne ctumynsumm —
y 5, ux coyetaHue —y 4 peteir. H1 0ovH 13 NALMEHTOB C M30IMPOBaHHBIM eULMTOM FPaHyn He UMen
MaToNornYeCKNX M3MeHeHuin B arperatorpamMmax. Konuuectso bannos no wkane ISTH BAT y nauneHToB
¢ Tl BbIN0 OCTOBEPHO BbILLE, YEM Y OCTanbHbIX 0bcnenyembix. Mpu ucknioyernn nauneHtos ¢ Tl 13
BbIOOPKM pa3nununs B uicne 6annos y nauneHToB ¢ n3mMeHeHusaMM B PAT 1 Be3 TakoBbIX OTCYTCTBOBANM.
[MonyyeHHble pe3ynbTaTbl COMNACYIOTCA C LaHHbIMU IMTepaTypbl O HU3KOW YyBCTBUTENTbHOCTM CBETOBOW
arperomMeTpuu K gedmumTy rpaHyn TpomboumntoB. Micnonb3oBanue wkanel ISTH BAT He nmossonsano
pasrpaHMunTb NALMEHTOB C U3MEHEHMAMM NO AaHHbIM PAT 1 6e3 TakoBbIX.

KrnioueBble cnosa: gety, reMopparnyeckuii CUHAPOM, TpoMboumnTsbl, TpombouuTonaTim,

CBETOBas arperoMeTpus, NPOTOYHas UMTOMETPUS.

Diagnostics of inherited functional platelet disorders (IFPD)
in children: correlations between results of flow cytometry, clinical
phenotype and results of light transmission aggregometry

D.V. Fedorova?, P.A. Zharkov}, A.A. Ignatova?, A.Yu. Fedotov!, D.M. Polokhov?, A.V. Poletaev?,
E.A. Sereginat, A.V. Pshonkin 2

I Dmitriy Rogachev National Medical Research Center of Pediatric Hematology, Oncology,

Immunology Ministry of Healthcare of Russian Federation, Moscow

2 Department of Hematology, Oncology and radiotherapy Russian National Research Medical University
named after N.I. Pirogov, Moscow, Russian Federation

Inherited functional platelet disorders (IFPD) are very heterogeneous group of hemorrhagic diseases. Light transmission
aggregometry (LTA) and flow cytometry of platelets are used for diagnostics of IFPD. Flow cytometry is the newer method
with some advantages. Our aim was to access correlation between results of LTA and platelet flow cytometry, as well as
relationship between results of flow cytometry and clinical phenotypes. Fifty children with suspicion of IFPD were included in
initial retrospective analysis. Patients with thrombocytopenia were excluded. Severity of clinical phenotype was accessed by
means of ISTH BAT score. Seven patients were diagnosed as having Glanzmann thrombasthenia (GT). Deficiency of &- and/or
o-granules was discovered in 13 children, deficiency of active form of integrin allbB3 in 5, and its combination in 4. None of
patients with granules deficiency had pathological findings in LTA results. ISTH BAT score was significantly higher in children
with GT in comparison with other patients. But difference in ISTH BAT score was absent between groups with other defects and
without any pathological findings in laboratory tests. Our results correspond with previously published data on low sensivity of
LTA towards platelet granule disorders. Use of ISTH BAT score was unable to distinguish patients with functional platelet defects
and those without any defects accordingly flow cytometry results.

Key words: children, bleeding, platelets, inherited platelet functional disorders,

light transmission aggregometry, flow cytometry.
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acrnefcTeeHHble  TpoMbouuTonatum  (HapyLle-

HUS PYHKLMIA TPOMBOLMTOB) NPeAcTaBfsioT Co-

Boil BeCbMa reTeporeHHylo W TPYOHYIO ANs au-
arHocTvku rpynny 3abonesanuii [1-3]. K HapyLieHuio
OYHKLUMOHMPOBaAHUA TPOMBOLMTApHOro 3BEHa reMmo-
CTa3a MOryT MpWBOAUTbL PasnuyHble AedeKTbl, BKIIIO-
yas U3MEHEHMWSI 3KCMPECCUM MOBEPXHOCTHbIX MHTErpu-
HOB, HapYLUEHWSI BHYTPUKIIETOUHbIX CUIHASIbHbIX MyTENn
TpoMBOUMTOB, AedULMT anbdra- U/UnK NIOTHBIX FPaHyJs
W HapyLueHue ux cekpeun [2]. ns 6onbwmnHcTBa 3a60-
NeBaHUi 13 rpynnbl HacNeACTBEHHbIX TPOMBOLMTONATUIA
MOCTaHOBKa AMarHo3a — CI0KHbIN npoLecc, TpebyioLmi
npoBefeHns BoMbLIOro KonmMyecTBa nabopaTopHbIX Te-
CTOB C MOCeayIoLLEeN KOMMEKCHOMN OLIEHKOMN UX Pesyrb-
Tatos [1-3].

ABTopbl onybnvkoBaHHbIXx B 2015 rogy pexkomeH-
paumin MesknyHapopHoro obuiectBa Tpombosza u re-
mocTasa (International Society on Thrombosis and
Hemostasis) no oMarHOCTWKe HACMeACTBEHHbIX TPOM-
BoumMTonaThit/TpOMBOLMTONEHUI Pa3Aenn NOCTYMHbIE
Ha OaHHbIN MOMEHT fabopaTopHble TeCTbl Ha TPU YpPOB-
Ha [1]. K uucny TecToB nepBoro ypoBHs, Heo6xoamMMbIx
B XOL€ WMHMUManbHoro obcrnenosanus, Bbimnm OTHECEHbI
CBETOBasA TPAHCMUCCUOHHAsA arperoMeTpus, OLEHKa Bbl-
Bpoca MapkepoB anba- M MAOTHLIX FPaHyn U aHanu3
3KCMPECCUM OCHOBHBIX MOBEPXHOCTHBIX MIMKONPOTENHOB
NOCPeacTBOM NPOTOYHOM LUmToMeTpum [1].

PaspaboTka MeTopa CBETOBOW TPaHCMUCCUOHHOM
arperoMeTpun B Hayane 1960-x rogoB monosuna Ha-
Yyano [MarHOCTMKE KayeCTBEHHOM MaTonorvn TPOM-
BounTos [4]. ITa MeToaMKa [O CUX MOP OCTAETCs «30-
MOTbIM CTaHOapTOM» AMAarHOCTMKWM TpoMmbouuTonaTwi,
XOT$1 ONTUMarbHbINA CNEKTP MHOYKTOPOB arperaumm u nx
KOHLIEHTpaLmii sBnsieTcs npeaMeToM obeyskaeHus [2, 5].
CornacHo pekomeHpaumaMm ISTH, Ha nHMUManbHOM 3Ta-
ne HeobxoauMasa maHemnb BKOYaeT pucToueTuH, AQD,
KomnnareH, afpeHaniuH u apaxvmaoHoByio kucnoTy [1].

K HepocTaTkaM CBETOBOW arperoMeTpuut OTHOCKT-
CSl ee 3aBMUCKUMOCTb OT MOrpeLUHOCTEN mpeaHanuTuye-
CKOro 3aTana ¥ uncna TpoMBounuToB (MPUHATO cumMTaThb,
YTO MpOBefeHVe a[eKBaTHOro aHanmMsa BO3MOXHO,
ecnm uucno TpombouutoB B npobe cocTaBnseT
150-600 Tbic./Mkn) [2, 5-8]. KpoMe Toro, cyllecTBeH-
HbIM OrPaHWYEHNEM BO3MOXHOCTEN METOAUKM SBNAETCA
€€ He[loCTaToYHas YyBCTBUTENbHOCTL [5], uTo ocobeHHo
aKTyarnbHO Ans NauueHToB C fednLMTOM M fedheKTamm
cekpeuuu rpaHyn. Tak, B pabote C.P. Hayward v coasT.
86% nauneHToB ¢ nedULMTOM MIOTHBIX FPaHySl HE UMe-
N HapyLLUEHWA No faHHbIM arperomeTpun [9].

HoBbil, BecbMa MEPCMEKTUBHbIA MEeTOR [AMarHo-
CTVKM (DYHKLUMOHASbHbIX HapYLUEHWA TpoMbOUMTOB —
MPOTOYHAs LMTOMETPUA, KOTOpas MO3BONAET [aBaTb
KONMUYECTBEHHYIO OLIEHKY 3KCMPECCHMM MOBEPXHOCTHbIX
PELLEnTOPOB M KOMMOHEHTOB anbta- M MAOTHbIX rpa-
Hyn TpoMmboumToB nocrne gerpaHynaumn [10-13]. Bax-
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Helllee NPenMMyLLIeCTBO 3TOr0 MeTOAa — BO3MOMHOCTb
OLeHMBaTb aKTMBaLMI0 TPOMBOLMTOB nocre fobaBneHus
cneunduyeckux aroHucToB. K Mapkepam akTuBauuu
OTHOCATCA KOHC(POPMALMOHHbIE WM3MEHEHUS MHTErpuHa
ollbB3, noBepxHOCTHasi SKCMPeccUs KOMMOHEHTOB rpa-
Hyn n cbopka KOMNIeKcoB DaKTOPOB CBEPTLIBAHUS Ha
MOBEepXHOCTN TpoMbouuToB. B kauecTBe Mapkepa pe-
rpaHynauum anba-rpaHyn ucnonb3yetcs P-cenektuH
(CD62P). Bbibpoc MMOTHBIX rpaHys OnmnpenensioT no
MOSIBMEHMIO Ha NOBEPXHOCTM TpoMboumnToB benika CD63,
a Takxe NyTeM OLEHKM 3axBaTa W Bbibpoca MenakpuHa
— KpacuTens, CEeNeKTUBHO CBA3bIBAIOLLIErOCA C afeHUHO-
BbIMM HYKNEOTMAaMM B NNOTHbIX rpaHynax [11-15].

MATEPHUAIbI U METO[lbl UCCJIELOBAHUA

B peTpocnekTuBHOe nccrnenoBaHve Bbinn BKIIOYEHDI
50 nauwmeHTOB (22 ManbunKka 1 28 geBoyek) B BO3pacTe
oT 7 Mec. go 18 net, npoxoouBlumx obcrnenoBaHue Ha
npeaMeT HacneACTBEHHON MaTonorMM TpoMbouWToB Ha
base HaumoHanbHOrO MEOULIMHCKOrO MccrefoBaTenb-
CKOro LIEHTPA [ETCKOW remMaTonorMm, OHKOMOrMn 1 M-
MyHomrorum um. [imntpus Porauesa Munagpasa Poccun
¢ Mas 2016 no mioHb 2017 ropa (pue. 1).
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Y BCex MauMeHTOB, BKITIOYEHHbIX B WMCCrefoBaHwue,
Mo OaHHbIM MEpBUYHOTO CKPWHMHIa (reMorpamma, ak-
TVBMPOBaHHOE YacTUYHOe TpoMbonnacTMHOBOE BpeMms,
npoTpoMbMHOBOE BpeMs, TPOMBUHOBOE Bpemsd, dnbpu-
HoreH Mo KBuWKy, akTMBHOCTb chakTopa Bunnebpanpa un
chakTopa ceepTbiBaHus Xll), BbIN0 UCKMIOUYEHO Hannume
reMopparMyeckon Koarymnonatuv v TPOMOOLIMTONEHUM.
MauneHTbl C LOKa3aHHbIMU (FeHETUYECKM NOATBEPKAEH-
HbIMW)  HACNenCTBEHHbIMKM TPOMOLMTONATUSMU/TPOM-
BounToneHNAMM He BOLLNM B UCCIIEAOBaHWE B CBS3M C
NOTEHLMANbHON BO3MOKHOCTBIO BIUAHWUSA TpoMBOLMTO-
MEHWN Ha pe3ynbTaTbl arperaTorpamm.

Tabnuua

C uenbio 0ObEKTMBM3ALMM OLEHKM reMopparnye-
CKUX MPOSIBNIEHUM Yy MaLMEHTOB MCMOMb30BanM LUKany
OLEeHKM KposoTounsocTu ISTH BAT [16] (ra6s.).

WccnepoBaHue nokasatenen B rpynne nauneHToB ¢
TpombacTenuei MMaHuMana (TI) npoBoannmM oTAENbHO,
€ro pesynbTaTbl He BOLLMW B 06LLMIA aHanm3.

Cratuctuyeckass o0bpaboTka paHHbix. [Ona cTa-
TUCTUYECKMX PacyYeToB MCMOMb30Bany MpOrpaMMHoe
obecneyenune Stata 13.1 (StataCorp LP, USA). Konu-
YECTBEHHbIE MEepPeMEHHble MPEACTaBeHbl CPEAHUMM
3HAUYEHUAMU M MHTEPKBAPTUIbHBIMU MHTepBanamm (IQR).
CpaBHeHWe rpynn HesaBUCUMbIX MEePEeMeHHbIX MPOBO-

LLikana oueHku KpoeoTounsocTu ISTH Bleeding Assessment Tool [16, ¢ cokpaLieHnsiMu]

OueHka B 6annax

CuMmnToM
0 1 2 3 4

TpaHCcdy3un KOMMOHEHTOB

HocoBble Het/ > 5 pa3Brof Tonbko TamnoHapa, KPOBW, BBE[iEHWE KOHLIEH-

KpOBOTEYEHUS TpuBMAsbHble unm > 10 MuH KOHCYTbTaLms* aHTUCPMOPUHONUTUKM  TPaTOB (DaKTOPOB CBEPTbI-

BaHUsA

MO Het/ Egllze o BUEIMEREE Tornbko CroHTaHHbIe reMaToMbl

reMopparnyeckui - (> 1 cM) Ha OTKpbITLIX . BbipaseHHbIn ’

CMHAPOM TPMBAATIEHEN yuacTkax Tena eSS I TpebyioLuve Tepanuu
TpaHcdhy3nmn KOMMOHEHTOB

KpoBoTeueHus ns Het/ > 5 pasBroa Tonbko Xupypruueckui KPOBU, BBEIEHME

He3HauMTesbHbIX paH TpUBMarbHble unu > 10 MuH KOHCYmMbTaLms* reMocTas KOHLIEHTPaTOB (haKTOpOB

CBepTbiBaHMA

MeHee yeM B 25%

bonee uem B 25%

TpaHcdy3nm KOMMNOHEHTOB

Het/ BCex npoLenyp, BCex npoLenyp,
Mpv ynanexwn 3y6os TpuBHManbHble/ He TpebyioT He TpebyioT Laaﬁ%%*:fje”ﬂ;gg’ Kﬂgméiﬁgﬂ;:ge
He NPOM3BOANIOCH BMeLLaTeNbCTBa BMeLLaTeNlbCTBa (haKTOPOB CBEpTLIBANMA
0, 0
. Het/ Metee yeM B 25% bonee uem B 25% Xupyprideckuii TpaHcdy3nm KOMNOHEHTOB
0CTOMepaLMOHHbIE T BCex npoLenyp, BCex npoLeayp, . ol KpoBW, BBELEHUE
KPOBOTEYEHMSA e ﬁ OV3BOAMNOCH He TpebyioT He TpebyioT AHTUCDMBPMHONMTUK KOHL|eHTpaToB
P BMeLLaTeNbCcTBa BMeLLaTeNbCTBa P chaKTopoB CBEPTHIBaHMUSA
TpebyioT
Tonbko rOPMOHasIbHOM - Lp:r?gjﬁ;oﬁ TpebyioT aKCTpeHHOM
KOHCYMbTaLus Tepanuu, Unu aHTMdu- - anvﬁzl M aHTUCHMBpH- rocnuTanusaumm,
Het/ UK CMeHa 6prHONUTHKOB, P e~ P reMoTpaHcdysui,
MeHopparum e TEERTITNE TUIVEHMUECKUX NPO- WM CannneMeHTamn o " coy o XUPYPruYecKux
P KIafoK valLle, KenesoM, unm e MOMSHTayMeHg e BMeLLaTeNbCTB
yeM 1 paz3a2y, HeobxooMMoCTb Npomny- P (KiopeTask,

Hann4ymne CryctkoB

cKaTb paboTy/LwKony
Bornee 2 pa3 B rog

M npoaoskaloTca

Bonee 12 mec abnsums aHgoMeTpUs)

BHyTpuuepenHbie

CybapaxHoupanbHble,

KPOBOW3NUSAHNS =l - - Ll it BHYTPUYEPEnHble
CrnoHTaHHble
[ocTTpaBmaTnueckue, CnoHTaHHble, WU NOCTTpPaBMaTnye- TpebyioT
["emapTpo3bl Het .
He TpebyloT Tepanun  He TpebyloT Tepanun  ckue, TpebyloT 3ame- reMoTpaHcdy3ui

CTWUTENbHOW Tepanuu

*MaumneHT obpaluanca 3a KoHCyNbTaunen 1 Bbi HanpasseH Ha obcnegoBaHue.
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onm nocpenctsoM U-kputepus MaHHa—YuTtHu. CtaTum-
CTWYECKM 3HAUMMBIMU cunTanm 3Hayennsa p < 0,05. Bece
TecTbl BbINW ABYCTOPOHHUMM.

3abop kposu. [INa NpoBEAEHWs UCCNefoBaHWs 3a-
Bop KpoBM OCYLLECTBASANM M3 NepUdIEPUYECKOV BEHBI
MyTeM BaKyyMHOM acrnvpaumu B CTaHOapTHbIe Npobypku
(S-Monovette 3,0 mn), conepalune 3,2%-Hblit pacTBop
uMTpaTa HaTpus B 06beMHOM cooTHoLweHun 1:9. 3abop
KpoBu mposoaunn yTpom (9-10 u), HaTowak. Jlabopa-
TOpHbIE TECTbI BbIMOSIHANN B TeyeHne 2 4 nocre 3abopa
KPOBM.

CseToBasi TpaHCMUCCHOHHas arperometpus. Cee-
TOBYIO arperoMeTpuio M3mepsim Ha Boraton Tpombo-
untamm nnasme (PRP), monyyeHHoi nocne ueHTpudy-
ruposanus npu 200 g 10 muu (ueHTpudpyra Labofuge
400, ThermoScientific, 'epMaHu/si) Ha lasepHOM arpe-
rometpe ANAT-2 (HMO «Buona», Poccus). Yucno TpoM-
BoumToB B PRP n3Mepsanu Ha remMaTtonorMyeckom aHa-
mmzatope SysmexKX-21N. WccnepoBaHuss npoBoavnu
CO creaylowuMu Hpyktopamu: Ald — 5 MkM (ageHo-
auHpndpocdpat, SigmaAldrich, TepManus); KonnareH —
2 wmr/mn (HNO <«PeHam», Poccws); pUCTOMUUMH —
15 mr/mn (HMNO PeHam, Poccus); appeHanut — 5 MkM
(anuHedppuH, M33, Poccus); TRAP — 32 MkM (Verum
Diagnostica GmbH, 'epMaHus).

Tect ®AT: 20 MKN UenbHOW KpOBWM pPa3BOoM-
nm Bycpepom A (NaCl — 1,5 M; KCL — 27 mM; MgCl2 -
10 mM; Na2HPO — 4 4 mM; HEPES - 200 mM; rntoko3sa —
50 mM; BSA — 5%) B 20 pa3. TpoMBoUMTbI Harpyskaim
MenakpuHoM (1 mM) B Teuenmre 30 MuH Npu TeMnepaType
37 °C, 3aTeM aKTMBMpOBaNM CMeCbio MenTUOHbIX aHa-
noros TpoMbuHa M KonnareHa TRAP (88 HMomb) u
CRP (0,27 mkr/MKkn) B TedeHne 10 MUH Npu KOMHATHOM
Temnepatype. OkpaluvMBaHWe NPOBOAMIIM aHTUTENAaMM
PAC1-FITC, CD42b-PE, CD62P-Alexa 647, CD61-PE,
Annexin V — Alexa 647 (Biolegend, CLLUA) B TeueHue
10 MnH Npu KOMHaTHoOW TeMnepaType. [lepen nsmepeHu-
eM Ha npoTouHoM umtocpnyopumeTpe Novocyte (Acea
Bioscience, CLLIA) o6pa3subl passoamnu B 10 pas byde-
poM A, copepalumm 2,5 MM xnopuaa Kanbuus.

[ns aHanu3a CBA3WM MexnOy HapyLIEeHUAMU PyHK-
LA TPOMBOLIMTOB U KIMHUYECKUMU MPOSIBIEHUAMU KPO-
BOTOUMBOCTM BblDpaHbl CreQyloLMe XapaKTepUCTUKK:
3KCMPEecCcus akTUBHOMO UHTerpuHa allbB3 nocne cTumy-
naumm (ceasbiBaHme PAC1), cTeneHb BbIGpoca MMOTHbIX
rpaHyn (pasHuua doryopecLeHLMM 3arpysKeHHOro Mena-
KpUWHa 10 1 Nocre akTUBaLwmm) 1 akcnpeccusi P-cenekTu-
Ha nocne akTMeaumu (Mapkep anbda-rpaHyn).

PE3YJIbTATbl UCCJIELOBAHUA

KnvnHnyecKkme xapakTepucTuku naymeHToB

Iunarno3 T 6bin ycTaHoBneH y 7 u3 50 naumeHTOB.
XapaKTepuCTUKM NaLMEeHTOB LaHHON NOLrpynbl aHammu-
3MpoBasny oTaeNbHO. VX BO3pacT Ha MOMEHT obpaLleHus
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cocTasnsan ot 9 mMec. fo 10 nert. MNposiBnexns reMoppa-
FMYECKOro CMHAPOMa Bbin OTMEYEHbI Y HKX B TeYeHWe
nepBbix Tpex MecsLeB xu3Hu (y 4 neTteit — B Nepsble AHY
sM3HM). Y BCex naumeHTos ¢ TI NposiBMEHNs KpOBOTOUN-
BOCTM MMESIM CUCTEMHbI XxapakTep (KOsHbIA reMoppa-
FMYECKUIA CUMHOPOM, HOCOBbIE KPOBOTEYEHWS, KPOBOTE-
YEHMS NP NPOPEe3bIBaHNK U CMeHe 3yD0oB, KPOBOTEUEHWS
nocrie 3abopa KpoBM, remMaTOMbl MOCME WHBbEKLWIA).
Y 5 naumeHToB KPOBOTEUEHMS NMPUBOANIIN K aHEMU3ALMM,
y YeTbIpex 13 Hux TpeboBanu TpaHcdy3uii KOMNOHEHTOB
KpOBW 1/Unu BBELEHWS aKTUBMPOBAHHOIO PEKOMBUHAHT-
Horo VIl chakTopa cBepTbiBaHusA (AnTakor anbda).

Y ocTanbHbIX NauMeHToB Bo3pacT aebioTa reMoppa-
FMYECKUX NMPOSIBMEHWIA UMEN 3HAuUTENbHbIN pasbpoc —
o7 0 (c posnenws) no 216 mec. (B cpeaHeM — 60 Mec.,
um 5 net; IQR — 12-84 mec., unu 1-12 ner).

K uncny KAnHMYeCKUX MPOSIBIEHWI MOBbILLEHHON
KPOBOTOUMBOCTM OTHOCWIIUCH: KOMHbBIA remMopparuye-
CKuit cuHapoM (y 31 naumeHTa), HOCOBLIE KPOBOTEUEHNS
(y 25 naumeHTOB), KpOBOTEUEHUS MPU CMeHe/yaaneHnu
3yboe (y 5 nauMeHTOB), AnMTenbHble Mocreonepauy-
OHHble KpoBoTeueHus (y 3 maumeHToB), MeHopparum
(y 3 mesywek). Y 21 n3 43 naumMeHTOB OTMEYeHbl Cu-
CTEMHble MPOSIBIEHNsI KPOBOTOUMBOCTM (Bonee opHOM
rnioKanuaauum).

KpoBoTeueHns npuvBoaMAM K aHemm3auum y 5 na-
LIMEHTOB; 3KCTPEHHOe obpalleHne 3a MEAMLIMHCKON Mo-
MoLLblo TpeboBanoch 8 naumeHTam; 2 nauueHTam Ans
OCTaHOBKM KpOBOTEYeHusi XoTa Bbl ogHOKpaTHO Tpebo-
Basfiocb BBEAEHWE aKTUBMPOBAHHOMO PEKOMOWHAHTHOrO
VIl dpakTopa ceepTbiBaHus (3nTakor anbda). CeMeiHblit
aHaMHe3 MOBbILLIEHHON KPOBOTOUMBOCTM UMEN MEecTo y
9 peten.

VIHgeKcbl KpOBOTOYMBOCTH

Y naumeHToB ¢ T pacuyeTHbIN MHOEKC KPOBOTOUMBO-
cTu no wkane ISTH BAT Haxoguncs B aManasoHe oT 8 0o
12 6annos (8 cpenHem — 9,7; IOR — 8-10). Y ocTanbHbIx
nauneHToB oueHka no wkane ISTH BAT Haxogunacb B
nHTepsane ot 2 no 11 (B cpeaHeM — 3,7; IQR — 2-5), 10
eCTb Obina CTaTUCTUYECKN 3HAUMMO HUXKE, YEM Y nauu-
eHToB ¢ Tl (p = 0,00014; U-kputepwit MaHHa—YnTH).

lMpv CpaBHEHWM TAMKECTW KIIMHUYECKUX NMPOSBIEHUN
cpeay MauMeHTOB, UMEBLLMX Kakne-nmbo OTKIOHEHWS,
no paHHbiM AT, 1 He MMEBLLUX TakoBbIX, BbINK nony-
YeHbl criefyiolliMe faHHble: cyMMa BannoB ons nepebix
coctaenana ot 2 go 11 (8 cpeaHeM — 3,8; IQR — 2-5),
ans sTopbix — oT 2 go 7 (B cpenHeM — 3,5; cpenHee IQR
— 2-5). Pasnuuns Mexay rpynnamu cTaTUCTUYECKU He-
poctoBepHbl (p = 0,88076, U-kputepuit ManHa=YutHu).
He nonyuyeHo BOCTOBEPHbIX PasnuMuuii MpU CpPaBHEHWUM
LOSIN MALMEHTOB C CUCTEMHBIMU MPOSBMEHWUSIMU KPO-
BOTOYMBOCTM M aHEMU3MPYIOLLMMM KPOBOTEYEHUAMM, a
TaKKe Mpu cpaBHeHuW BospacTa febioTa remopparnye-
CKUX MPOSIBIEHNI Y MaumeHToB obenx rpynn. BmecTe ¢




OPUTUHAJNbHBIE CTATbU

TeM 06e nauMeHTK, HysKAaBLUMECA BO BBeLEHWM IMTa-
Kora anba, OTHOCUIIUCH K YUCTTY AETEN C COYETAHHbIM
AedpmumnToM anbda- U NNOTHbIX FPaHyIl.

Y 24 naumeHToB oLeHKa no wkane ISTH BAT cocTa-
BUna 2 banna — 3To BEPXHSA rpaHuLLa HOPMbI ANs 3M0PO-
BbIX 4eTel. TeM He MeHee Mo PeLLEeHMIO Nevallero Bpaya
3TV NaumeHTbl BbIMM HampaBfeHbl Ha obcrnenoBaHve, B
pesynbtate y 13 M3 HUX BbISBUAWN HapyLUEHWSt (PYHK-
LM TPOMBOLMTOB: BedmUmnTbl FpaHyn — y 7; CHUMKeHUe
ceAsbiBaHna PAC1 nocne akTuBaummn —y 3; coyeTaHHble
nedbekTbl —y 3 neTe.

Pesynbtatel @AT 1 CBETOBOV arperoMeTpum

B rpynne nauuexToB ¢ Tl pe3ynbTathl nabopatop-
HbIX TECTOB BO BCEX / Cflyyasix COOTBETCTBOBANN Kpu-
TepusM [OMarHosa (MpakTMYecku MonHoe OTCYTCTBUE
arperauuv Co BCEMU MHAYKTOPaMU 3a UCKITIOYEHNEM pU-
CTOLEeTUHA, Pe3Koe CHUmeHne ceasbiBaHna PAC1).

Y ocTanbHbIX 43 NauMeHTOB U3MEHeHUs pesyrnbTa-
ToB ®AT 6bInM BbISBMEHBI B 22 Cryyasx: fedouumT nnoT-
HbIX 1/UnK anbga-rpaHys TPOMBoUUTOB — Y 13; CHUKe-
HWE IKCMPECCUM aKTUBHOM chpakummn nHTerpuHa ollbp3
nocne ctumynsaumm (cesasbiBanma PAC1) —y 5, a Takxe
Ux coyeTaHue —y 4 naumentos (puc. 2).

Y 20 naumeHTOB He BbISIBMIEHO OTKIIOHEHWIA HW MO
paHHbIM GAT, HK NO JaHHbIM arperoMeTpum.

Y 2 13 13 naumeHToB ¢ AehmUMTOM rpaHys naumeH-
ToB Bbinia oTMeueHa aesarperauus ¢ AP (y ogHoro —
B COYETaHUM C runoarperauueit c agpeHanvHom), ewle y
O[HOrO — M30SIMPOBAHHOE CHUKEHWE arperaumm ¢ agpe-
HaNMHOM.

PucyHok 2
PesynbTaThl Tecta ®AT

7 (14%)

4 (8%)

21 (42%)
6 (12%)

5 (10%)

5 (10%) 2 (4%)

HeT nameHeHuin B Tecte GAT

[edurumnt NOTHBIX rpaHyn

[edomumnt ansda-rpaHyn

CoyeTaHHbI [eduLNT rpaHys

[edurumt akTMBHOM dHOPMBI MHTErpUHa Nocne
aKTMBaLum

CoyeTanus feduunTa aKT1BHOM (OOPMbI
UHTErpuHa ¢ feduuTamu rpaHyn

B TpombacTeHns [MaHuMaHa

Cpenu 6 NaUMEHTOB CO CHUXEHNEM aKTUBHON hpaK-
umn mHTerpuHa ollbB3 y ogHoro uMeno MecTto M305u-
POBaHHOE CHUMKEHWE arperaumu C KommareHoMm, elle y
oaHoro — pesarperaumns ¢ Al®.

B rpynny naumeHToB c coueTaHveM pedpmumTa rpa-
HYIT M CHUXKEHUSI aKTUBHOM (DPaKLMKU MHTErPMHA BOLUSIO
4 yenoBeKa: y OHOI0 U3 HUX UMENO MECTO U30STMPOBaH=-
HOE CHWKEHWe arperaumu ¢ KonareHoM, eLle y 0fHOro
— runoarperaums c agpeHanvHom n TRAP.

TonbKO y OfHOW MaUMEHTKU W3MEHEHUSA arperauuu
(nesarperaums ¢ AQD, CHUKeHWe arperaummy ¢ agpeHa-
NHOM) BbiniM 0TMeYeHbl Ha DOHe HOpPMarbHbIX NMOKa3a-
Tenen OAT.

HeobxoonMo oTMeTuTh, uTo mesarperaumsi ¢ AL®,
M30MMpOBaHHas runoarperauust C agpeHarvMHoOM U WX
coyeTaHWe paccMaTpUBAIOTCS KaK BapuaHT HopMbl [1].
Takvnm 06pa3oM, MSMEHeHUst B arperaumm, KOTopble Mo-
rYT pacuUeHMBATbCA KaKk naTtofiormyeckue (M3ompoBaH-
Hasi rMnoarperaunsa C KommareHoM, CHUXeHWe arpera-
uMmn ¢ agpeHanuHoM n TRAP), Bbinu BbisIBMEHbl TOMbKO
y 4 NaumMeHToB — Yy KaMAoro u3 HUX, nNo AaHHbiM AT,
OTMEYEHO CHWXKEHWE aKTMBHOM (PpaKuMM WHTErpuHa.
HW 0gMH M3 MauUMeHTOB C M30MMPOBaHHbIM AeULMTOM
rpaHyn He UMen NaToNornMyecknx U3MEeHEHUN B arpera-
TorpamMmax.

OBCYXXOEHUE PE3YJIbTATOB MCCINE[OBAHUA

MonyyeHHble HaMK pe3ynbTaTbl COrnacylTCs C faH-
HbIMM nuTepaTypbl [9, 16] 1 cBMAETENbCTBYIOT O TOM,
YTO CBETOBasA arperoMeTpus obrnafgaeT KpalHe HWU3KOM
YyBCTBUTENbHOCTBIO K AeuUMTY rpaHyn TpPoMBouMTOB.
[aHHbIn chakT nogyepk1BaeT HeObBXOAMMOCTb MPUMEHE-
HUA MeToAa NPOTOYHOW LMTOMETPUM Af1S LUMarHOCTUKM
HeTAXesbIX TPOMBoUMTONATUA, KOTOPbIE HE MOTYT BbITh
BbISIBIIEHbl MOCPELCTBOM arperoMeTpum.

B Hebonbluol rpynne nauneHToB ¢ Tl pe3dynbTaThl
®AT 1 arperoMeTpmm NOSIHOCTbIO COOTBETCTBOBANM ApYr
Apyry.

MpMMEHeHWe LUKanbl OLEHKM KPOBOTOUMBOCTM
ISTH BAT B Hallei KoropTe MauMeHTOB He MO3BOMA-
N0 pa3rpaHnuMTb MauUMEHTOB C TPOMBOLMTONATUSMU U
Tex, Y Koro, no AaHHbIM NpoBefeHHOro obcrenoBaHus,
He Bbino momyyeHo ybemuTenbHbIX OAHHbIX O HaNMMYuM
hyHKLUMOHaMbHbBIX PacCTPOMCTB TpoMbouuToB. MoMKUMO
HEAOCTaTOYHOM MOLLHOCTY BbiBOpKM, 3TO 0bbACHsETCA
N pAoOM OBBEKTUBHBIX MPUUMH. BonblUMHCTBO TpoMbo-
LMTOMNaTW XapaKTepU3yeTcs BECbMa YMepPeHHbIMU Npo-
SIBMIEHNSIMU KPOBOTOUMBOCTM, KOTOpble BbIBAET TPYAHO
OT/IMYNTb OT NPOSIBMIEHWSIN reMOppParnyeckoro CUHLPO-
Ma Yy 3poposbix muy [17, 18]. Ewe crnoxHee nposecTy
nopnobHoe pasrpaHuyeHne B NeauaTpUYecKon NpakTuke.
C OOHOM CTOPOHbI, ¥ aKTUBHbIX AETEW KOMHbIA reMop-
parMyecknMin CUHOPOM MOXET ObITb [OCTaTOYHO Bblpa-
JKEH 3@ CYET HAMUMS NOCTTPABMATUYECKMX IKXMMO3OB,
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FemaTonormus

a 4yacToTa MHAEeKUMA BEpPXHUX [ObIXaTeflbHbIX MyTew,
4acTO NPOBOLMPYIOLLMX HOCOBbIE KPOBOTEYEHMS, BbILLE
yeM y B3pocnbiX. BMecTe ¢ TeM BoNbLUMHCTBO fieTen eLle
He CTasIKM1BanoCh C «CUTyaLMsAMU BbICOKOrO pUCKa» (Xu-
PYPruyeckme onepaumm, IKCTPaKLMM NOCTOAHHbIX 3y60B
¥ T.4.). TaknM 0Bpa3oM, y 3HaUMTENbHOM YaCTu NaumeH-
TOB HapyLUeHWUA (yHKUMA TpOMDOLMTOB He ycrnesaloT
«3asBUTb 0 cebe>» B 1ETCKOM BO3pacTe.

B uccnepnoeaHHOM Hamu KoropTe nauueHToB y 24
(48%) pmeTeit oueHKa Mo LKane KposoTounBocTH ISTH
BAT cocTaBnsina 2 6anna — 3T0 BepxHssi rpaHuLa Hop-
Mbl 4151 AETEN COrNacHo pesynbTaTaM UCCrefoBaHns Ha
Bonblwux rpynnax 3poposbix nuy [19]. Tem He MeHee
CaMW NauMeHTbl U/UIN UX POAUTENIN OLEHUBANM AaHHbIe
MPOSIBIIEHNS KaK CYLLECTBEHHbIE, OHWU CTanu NMPUYUHON
obpalLeHni ko Bpady. B rpynne ¢ «chusmonornyeckumm»
MPOSABMEHNAMU KPOBOTOUMBOCTM Yy 13 13 24 naumeHToB
ObiNV BbIABMEHbI T€ WU UHbIE HapyLUEHUs, N0 LaHHbIM
®AT (B BonbLUMHCTBE CryyYaes — AeddULMT rpaHysl TPOM-
BounTos). TakmuM 0Bpa3oM, B MEAUATPUUECKOMN MPAKTUKE,
C HalleW TOYKM 3peHUst, H13Kast cyMMa bannos no doop-
Marnu30BaHHbIM LLKasiaM OLLeHKU KPOBOTOYMBOCTM CaMa
no cebe He MOXET ABNATLCA OCHOBaHWEM Af1A 0TKa3a oT
obcrnenosaHus.

NHTepecHo, uTo B HepasHew pabote G.C. Lowe u
C0aBT. 0 NpuMeHeHun Wwkanbl ISTH BAT y B3pochbix na-
LIMEHTOB C MOAO3PEeHNEM Ha TPOMBOLIMTONATHIO OLieHKa B
rpynne obcrnenyembix 6bina Boiwe (B cpeaHem — 12; 1QR
— 8-16), ueM B HalLeit KOropTe, 1 IOCTOBEPHO OTIMYa-
nacb OT OLEHKM B rpynne 300poBbix obposorbues [20].
[aHHOe pasnuume, BO3MOMKHO, OBBACHAETCA WMMEHHO
BOIbLUMM YMCIIOM CUTYaLMIA «BbICOKOIO PUCKa» B aHaM-
Hese y B3poC/biX NauueHToB. B aToin paboTte oueHka no
wkane ISTH BAT He oTnnyanach y NaumeHToB C Hannun-
€M U OTCYTCTBMEM M3MEHEeHUl B pe3ynbTaTax nabopa-
TopHbIx TecTos [20].

BbiBOA

«HeTsskenble» TpoMbouMTONaTUM MOFYT HE BbI3bl-
BaTb BbIPAXKEHHbIX MPOABMEHU KPOBOTOUMBOCTU B MO-
BCEHEBHOW KM3HW, OQHAKO TanaT B cebe MOMM3HEHHbIN
PUCK Pa3BUTUS TAXKEMbIX, MOTEHLMANbHO KU3HEYrpoXa-
IOLLMX KPOBOTEYUEHWI MPU XUPYPrUYECKUX BMeLlaTerb-
cTBax, B pojax W T.n., 4YTo fenaet npobrnemy ux ouna-
FHOCTUKM BeCcbMa aKTyanbHoW. [poToyHasa uutoMeTpus
TpoMboumToB (MeTon PAT), C Halleln TOUKM 3peHus,
— MepCrneKTUBHasi MeTOAMKa, MO3BOMNAIOLLAA BbIABMIATH
nerkve gedpekTbl TpOMBOLMTApHOrO 3BEHa remMocTasa.
OCHOBHbIMW OrpaHWUYEeHNAMN B MPOBELEHHOM WCCREeno-
BaHWK Bbinv HebosbLLIOW pa3mep BbIBOPKM U UCKIIOUN-
TenbHas ee pasHOPOAHOCTb. TeM He MeHee MosyYeHHble
HaMu iaHHble CBUAETENbCTBYIOT O TOM, YTO HOPMasbHble
pesynbTaTbl arPEroMeTPUM B COYETaHWUMN C YMEPEHHbIMU
MPOSIBNIEHNAMM KPOBOTOUMBOCTM He MO3BOMAIT OfHO-
3HAYHO WCKIIOYUTL HaMuMe HacefCTBEHHbIX Hapy-
LWEHUA DYHKUMIA TPOMOOLMTOB Y MaLMEHTOB AETCKOro
BO3pacTa.

WCTOYHUK ®UHAHCUPOBAHUS
He yka3saH.

KOH®JIUKT MHTEPECOB
ABTOpbI CTaTbu MOLTBEPAMIIM OTCYTCTBUME KOH(PIIMKTA MHTEpecos,
0 KOTOPOM HeobxoanMo CoobLLUUTB.
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