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B ctaTbe npuBeaeHbl pe3ynbTaThl MCCAEA0BaHMS TPOMOOLMTAaPHOro 3BeHa remocTtasa y aetei, 60/1bHbIX MyKOBUCLIMO30M.
B ycnoBusix HapyLLEHHOro MyKOLUMIMApPHOro KAUMPEHca nponcxoauT MHPULIMPOBaHUE HEMOABUXKHON U BSIBKOKM C/IN3U pa3-
JIMYHBIMM NATOr€HHbIMMU M YCTOBHO-NATOr€HHbIMU MUKPOOPraHn3mMamMu; BocraaeHue npuobpeTaeT XpOHMYECKMI XapaKTep,
Ha ¢poHe KOTOpOro AMCOYHKLMS SHAOTENUS U HapYyLLEHME arperalmnm TPOMGOLIMTOB MOTYT NPOBOLIMPOBaTh Pa3BUTHUE OC/I0N-
HEeHWH B cOCyAMCTOM pycne. PaHHSA AMarHOCTUKa NaTo/orMYeCKMX N3MEHEHUI B NEPBUYHOM 3BEHE reMocTasa siB/iseTcs

BaXHbIM aCrieKTom AJida Teparuvun 1 rnporHo3a 3a60s1eBaHuUs.
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(Meanatpnyeckas papmaronorus. 2014; 11 (1): 66-68)

Mo fJaHHbIM FeHETUYECKUX UCCNedoBaHWUM, pacnpocTpa-
HEHHOCTb MYKOBMCLMA03a B Poccum cocTaBnsieT B cpeaHem
1:10000 HoBopoOxAeHHbIX [1]. MykoBucumaos (MB) —
MOHOreHHoe 3ab6oneBaHue, 06yCnoBAeHHOE MyTauuew reHa
MBTP (MyKOBUCLIMAO3HOIO TpaHCMeMObpaHHOro perynstopa
NPOBOANMOCTH), XapaKTepU3yeTcs NopaxKeHUeM BCeX IK30-
KPUHHbIX YKene3 XMU3HEHHO BaXKHbiXx OpraHoB. [laToreHes
nopakeHusa oTAeNbHbIX OPraHoB M cuctem npu MB cBs3aH
C BblAeneHneM Cnn3eobpasyloWnMn Kenesamu cekpeta
MOBbILEHHON BA3KOCTM, @ HapyweHWe MyKOLMANapHOro
KAMpeHca CnoCcOo6CTBYET POCTY NaToreHHow Gnopbl 1 pas-
BUTUIO PELIMAMBUPYIOLLMX XPOHUYECKMX MHOEKUMI pecnu-
paTopHoOro TpaKrta. Takue OGaKTepuu, Kak Pseudomonas
aeruginosa, Burkholderia cepacia, Stenotrophomonas
maltophilia, obycnoBnnBaloT Haubosee TaXKenoe U npo-
FHOCTUYECKM HebnaronpuaTHOE TevyeHUe XPOHMYECKOM
OPOHX0NErOYHON UHDEKLUMU Y BONbHBIX MYKOBUCLIMAO3OM.
B npouecc BocnaneHus Bcerga BOBNEKAETCH MWKPOLMP-
KynatopHoe pycno [2, 3]. lNoBbiWeHHas MPOHULLAEMOCTb
COCY0B B 04are BocnasneHus, 6bICTpoe HapacTaHue Yyucna
MMMYHOKOMMETEHTHbIX K/IETOK, NPOAYKLMS WMMW pasnuy-
HbIX MPOBOCMANUTENbHbIX LUMTOKMHOB — BOT MNepeyeHb

OCHOBHbIX PEHOMEHOB, 06CYKAAEMbIX YYEHBIMU NPU U3YyYe-
HWUW BOCMaNUTENbHbIX NPOLEccoB. PAg MaToformyeckunx
W3MEHEHUI NpU BOCNaNEeHUU 3aTparvBaeT U 3HAOTENWUM
NEroYHbIX COCyAOB, KOTOPbLIM B CBOK o4epelb MHAKTUBU-
pyeT CEPOTOHWH, NpocTarNaHanHbl, GPaaNKUHUH U CUHTE-
3upyeT psg GaKTopoB CBEPTbIBAOLWEN U MPOTUBOCBEPTDI-
Batowen cuctem. uchyHKUMS 3HAOTENMS B NocneayoLem
MOXET MPUBOAWUTL K PaA3BUTUIO COCYAMCTLIX OCNOXKHEHWUN.
MN3BECTHO, YTO Yy 60/bHbBIX MYKOBUCLIMAO30M HEPEAKO pas-
BMBAIOTCA NErOYHbIE KPOBOTEYEHUS U peuuanBupylollee
KpoBOXapKaHue, yxygawatouwmue nporHo3 6onesHu [4-8J.
MN3yyeHne TpoMBOLMTApPHOro 3BeHa remoctasa, C Halwen
TOYKM 3PEHMSA, MOXKET CNOCOBCTBOBATL PaHHEN ANArHOCTU-
Ke HapyweHUn B MUKPOLMPKYASTOPHOM pyc/e u Ux cBoe-
BPEMEHHOM KOPPEKLIMM.

Llenb uccnepoBaHua: npoaHanMsanpoBaTb U3SMEHEHUS
TPOMOBOLMTAPHOrO 3BEHA remMocTasa npu MyKoBWUCLMLO3E
y AeTen.
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Primary Hemostatic System Condition in Mucoviscidosis

in Children

The article presents results of a study of platelet hemostasis in children with mucoviscidosis. Motionless and viscous mucus
becomes infected with various pathogenic and opportunistic microbes in the setting of disturbed mucociliary clearance; when inflammation
becomes chronic, endothelial dysfunction and platelet aggregation disorder may provoke development of bloodstream complications.
Early diagnostics of pathologic changes in primary hemostasis is important for therapy and disease prognosis.
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no wkane LBaxmaHa—bpacdunbga B cpegHem cocTaBuna
52,3 + 1,1 6anna. uarHo3 mMyKoBucLMO03a 6bi1 BEpUDU-
LIMPOBaH Ha OCHOBaHWM MOMOXKMTENbHbIX MNOTOBbLIX TECTOB
M NOATBEPXKAEH pe3ynbTaTOM FEeHETUYECKOro uccneaoBa-
Hug. Bce nauueHTbl ob6cnegoBaHbl B Mepuog 060CTPEHUS
6POHX0NEro4YHOro npoLiecca (ycuneHue Kawns, obunune pas-
HOKaNnMOEpPHbIX BAaXHbIX XpWUMNOB, 60/blLIOE KOIMYECTBO
BSI3KOM FTHOMHOW MOKpPOThI, OTpULLaTENbHAA AMHAMUMKa PEHT-
rEHONIONMYECKOM KapTUHbI), MO MOBOAY YEro OHW nony4yanu
6a3UCHY0 Tepanui: aHTMOUOTUMKKM (LedanocnopuHbl Il K
IV noKoneHun, KapboneHembl) B MaKCUMMasbHbIX A03UMPOB-
Kax; npenapaTbl rpynnbl N-aueTnaymcremHa n am6pokcona
rmapoxnopuia, MYKOSIUTMK € MPOTMBOBOCMANUTENbHBIMU
CBOWCTBaMW [JopHa3a anbda. [pynny cpaBHEHWs cocTa-
Buan 40 npaKTUYecKu 340POBbLIX AETEW TOro e Bo3pac-
Ta, NPOXOAMBLUMX AMCM@HCEPU3aLMIO B KOHCYNbTaTUBHO-
AnarHoctTuyeckom ueHtpe HU3/.

Bcem 60/bHbIM MPOBOAUAN UCCEAOBaHME KPOBW, CTa-
OGUNN3UPOBAHHON 3TUNEHAMAMMUHTETPAYKCYCHON KWCNOTOM
(BATA), Ha rematonormyeckom aHanusatope Sysmex 200i
(inoHKs). OQHOBPEMEHHO CO CTaHAAPTHLIMKW MOKa3aTensamu
ob6LLero aHannsa KpoBu (reMorfno6uH, 3pUTPOLUTLI, TPOMOO-
LUMTbI, IENKOLMTbLI) onpeaensnn TpomoéoumTapHble UHAEKCHI:
PDW (platelet distribution width) — oTHocuTenbHasa wWupuHa
pacnpegeneHus TpoMOeoLMTOB MO 06bEMY; MHAEKC OTparka-
€T reTeporeHHoCcTb TPOMOOLMTOB MO pa3mepaM (CTerneHb
aHusouymtosa); MPV (mean platelet volume) — cpeaHee
3Ha4veHne obbema Tpombouutos; P-LCR (platelet large cell
ratio) — oTHoleHne o6beMa 60/bLLIMX TPOMOOLMTOB K 0bLLe-
My obbemy TpombouuToB; PCT (platelet crit) — Tpom6o-
KPWT; NapameTp, KOTOPbIM OTpaxKaeT A0/ 06bemMa LefibHOM
KpOBMW, 3aHMMaeMyo TpombouuTaMn. M3ydeHne arperaumu
TPOMOOLMTOB B LIE/IbHOW KPOBU Yy A€TEN NPOBOAUIN Ha arpe-
rometpe Multiplate — Verum Diagnostica (VD, lepmaHnus).
B KayecTBe WHAYKTOPOB arperauuMuM WMCNofib30Banun pac-
TBOp aaeHo3unHandochdopHon Kucnotel (AAP), pactBOpU-
Mbl€ aKTMBAaTOPbI peLenTopoB TpombuHa (thrombin receptor
activator for peptide 6, TRAP-TecT) n apaxvaoHOBYO KMCNOTY
(ASPI-TecT). B cblBOPOTKE KPOBM Ha OGMOXMMMUYECKOM aHa-
nunsatope UniCel DxC 600 (BD, CLUA) Typ60anMeTPUYECKUM
METOAOM onpeaensnu ypoBeHb C-peakTuBHoro 6enka (CPB).
MMMYHOXEMWUTIOMUHECLLEHTHBIM METOAOM MCCNefoBanu ypo-
BEHb OCHOBHOIO MPOBOCMANNUTENBHOIO LUMTOKMHA — WHTEP-
nenkunHa (Interleukin, IL) 6 Ha aHanu3aTope Accesses 2
(BD, CLLA). Mpu ctaTUCTU4ECKON 06paboTKe AaHHbIX UCMOMb-
30BaHbl HenapameTpuyeckne MeToAbl BapuaLMOHHOW cTa-
TUCTUKK, TecT MaHHa—YWUTHM AN cpaBHeHus rpynn (npo-
rpamma SPSS 20,0). AHanM3 3aBUCUMOCTEN NPOBOAWIU MPH
nomolLn KoadpobuumeHTa Koppensumm CnnpmMmeHa.

PE3Y/IbTATblI UCCJ/IEAOBAHUSA

lMpv oLLEHKe NOKa3aTenen NepBUYHOro 3BeHa remocTasa
y 2/3 60nbHbiXx ¢ MB ycTaHOBNEHbl CTaTUCTUYECKU 3HAUU-
Mble, MO CPaBHEHWUIO C MPaAKTUYECKWM 3[A0POBbLIMU AETbMMU,
HapylweHUa arperauuMoHHon ¢yHKUMK TpombouuToB. [lpu
nccnepoBaHuun arperaunmn ¢ AP v apaxMaoHOBOW KKCO-
TOM OTMeYeHa TEeHAEHLMS K runoarperaumv TpomooumuToB
y 40% nauuneHToB. [pn aHanM3e COCTOSHUSA peLenTopoB
TPOMOGMHA Ha MOBEPXHOCTU TPOMOOLMTOB BbISBNEHO YBENN-
YeHMe CKOPOCTU U CTENEHU TPOMOUHUHAYLMPOBaHHOW arpe-
raumm y 22% peten, 6onbHbix MB. Co4yeTaHHble HapyLleHUs
B arperaunoHHon GyHKUMKM TPOMOOUMTOB Oblfiv BbISIBAEHbI
y 1/3 60nbHbIX. Hanbonee BbipaxKeHHble UBMEHEHUSA DYHK-
UM TpomMboLMTOB Habnganncb B Buae TPOMOUHUHOYLMPO-
BaHHOM runeparperaumm n AA®-runoarperaumnn y 60bHbIX
MB B ¢dasdy o60CcTpeHnss BPOHXOSIEFOYHOr0 npouecca, 4To
COMNpPOBOX/AaioCb NMoBbIWEeHWeEM ypoBHS IL 6 (puc. 1) B cbiBO-

Puc. 1. 3HayeHuns cbiBOpoTo4HOro IL 6
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Puc. 2. Arperauusi TpOM6G0OLMTOB C aKTMBATOPOM PELIENTOPOB
Tpom6UHa (TRAP-TecT)
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POTKE KPOBU. [MNeparperaumsa ¢ akTMBaTopoM PeLLENTOPOB
TpoMOGUHa (puc. 2) y aeten ¢ MB MOXeT CBUAETENLCTBO-
BaTb O HapyleHWax B NEPBUYHOM reMocTase C TEHAEHLMEN
K Tpom6006pa3oBaHuio. [Mnoarperauns c AP y geten c MB
OTpaXKaeT 3aMeA/IeHHYI0 peaKkuuio BbiICBOOOXKAeHUS ALD
B TPOMOGOULMTAX, YTO CUTHANIU3UPYET O CHUMKEHUU arperauu-
OHHOW CMOCOBGHOCTU TPOMOOLIUTOB U PUCKE KPOBOTEYEHUS
(puc. 3). bbina yctaHoBieHa npsiMas KoOppensuus Mexay
Tectamu TRAP L6 (r=0,76; p < 0,05); ymepeHHas oTpuLa-
TeflbHas 3aBUCMMOCTb — MEX[Y arperaumven TpomooumnToB
cAAPunIL6 (r=-0,57; p <0,05).

Hapsgy ¢ nokasatensiMu arperauyMoHHOM aKTUBHOCTU
TPOMOOLMTOB OblIM MPOaHaNM3MpPoBaHbl NOKa3aTenun yucna
NIENKOUMTOB, TPOMOOLMTOB, TPOMOOLIUTAPHbLIX WMHAEKCOB,
a B CblBOPOTKE KPOBW — YPOBHW MapKEPOB BOCNaneHWUs
CPB, IL 6. Y 60nbHbix MB BbISIBNEHbI CTAaTUCTUHECKM 3HA-
YnMMble OTIMYMA B [BYX TecTax arperaumMum TPOMOOLUTOB:
TRAP-Tect n A®; a Take B ypoBHAxX IL 6 n CPB (p < 0,05)
(tabn. 1). Nokasatenn TpomMOOLMTAPHLIX UHAEKCOB, YUcna
TPOMOOLMTOB U TecTa arperauuu TPOMOOLMTOB C apaxmao-
HOBOW KWUCNOTOW 3HAYMMO He OTIMYanuCb OT MoKasaTtesen
300poBbIX AeTen (p > 0,05).
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Bonpocbl AUarHOCTUKU B neguaTpum

Ta6nuua 1. MeavaHbl nokazaTtenemn KpoBu (95% [0BepUTENbHbIA MHTEpBa)

Jla6opaTopHble NoKa3aTe/u KpoBHU [deTtn c MyKoBucLUAO30M, N = 45 lMpakTuyecku 3gopoBbie aetu, n = 40 p
TRAP-TecT (U) 83(8,5-132,85) 55 (35-82,7) 0,001
ASPI-TecT (U) 42,5 (10-102,35) 51,5 (31-80,75) 0,235
AQ®d-tecT (U) 38,5 (7,25-80) 45 (26-71,3) 0,042
IL 6, nr/mn 8,3(2,07-45,18) 2,2(1,38-4,59) 0,001
C-peaKTUBHbIN GeNoK, Mr/n 0,1(0,1-27,36) 0,1(0,1-1,28) 0,011
JlenKouuThl, ><109/J'| 7,91(3,41-14,85) 8,2(4-11,7) 0,973
Tpom6oLUTBI, ><109/n 342 (139-549) 322 (204-527,4) 0,189
MPV 9,3(8,3-10,7) 9,5(8,2-11,2) 0,469
P-LCR, % 20,7 (13,5-30,9) 21,8 (12,3-35,3) 0,715
PCT, % 0,29 (0,21-0,44) 0,3(0,22-0,48) 0,678

Ta6nuua 2. lNoKasaTtenu KiMHUM4YecKon 3Ha4yumocTn TectoB (ROC-aHanua)

TecToBbie Mnowaab NoA KPUBO# CraaHaapTHOe AcumnToTU4YecKkunit 95% foBepPUTENIbHbIN MHTEPBa
nepemMeHHble (AUC) OTK/IOHEHHue HwkHsIs rpaHnua BepxHsis rppaHuua
C-peaKTUBHbIN 6eN0K 0,726 0,109 0,512 0,940
IL6 0,908 0,061 0,789 1,000
TRAP-TecT 0,812 0,107 0,602 1,000
ASPI-Tect 0,522 0,137 0,253 0,791
AQD-TecT 0,330 0,094 0,146 0,514

Puc. 3. Arperauusi TpoM60LMTOB € aA€HO3UHANPOCHOPHON KUCIOTON
(AQP-TecT)
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3AKJ/IIOMEHUE

M3MeHeHus B arperauyyMoHHOM YHKUMKU TPOMOOLMTOB
Ha ¢doHe 060CTPEHNS MYKOBMUCLIMAO3a MOTYT BblpaKaTbCs,
C OJHOM CTOPOHbI, aKTUBaLIMEN TPOMOOLMTOB C NocneayoLemn
runeparperaunen n Tpom6oo6pazoBaHneEM, a ¢ Apyron —
HapyleHnem MeTabonnama apaxmaoHOBOM KMCNOTbl U AP,
4YTO CMOCOGHO MPWMBOAMTL K Pa3BUTUIO FeMOpPpParnyeckux
OCNOXKHEeHUW. HapylleHnss B nNepBUYHOM 3BEHE remocTasa
y Aeten, 60nbHbIX MB, TpebyloT AafbHeNLWwero nccnegoBaHms
C APYrMMMW WHOYKTOpaMW arperaumv ans npeaotspalleHus
pPasBUTUSA FreMopparnyecknx U TPOMOOTUYECKMX OCMIOMKHE-
HUIN M aeKBaTHOW TepaneBTUYECKOM KOppPeKLMW Hapylie-
HWUI B NepBUYHOM 3BEHE remMocTasa.
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