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Pesrome

BeeAeHHe. DOHAOTEAMAABHAS CUCTeMa — Ba’KHBIM KOMIIOHEHT COCYAUCTO-TPOMOOIIMTaPHOTO reMOoCcTa3a, CIIoCOOHast ak-
TUBHO pearupoBaTh Ha MeXaHUYeCKHe M BOCIIaAUTEeABHBIe areHThI. [laleHTh C BDOJKAEHHBIM OYAAE3HBIM 3IIUAEPMOAN30M
TIOABEPSKEHBI MEXaHNIeCKOMY ITOBPESKAECHHUIO KOJKHBIX IOKPOBOB M PAa3BUTHUIO XPOHUYIECKOTO BOCIIAAUTEABHOTO CHHAPOMAa
C BBICOKOM BEPOSITHOCTBIO Pa3BUTUS AUCHYHKITUN SHAOTEAUS.

IleAb ICCAEAOBAHUS — OIEHUTH COCTOSTHHUE 3HAOTEAMAABHON CUCTEMBI U BEITBUTH 3aBUCUMOCTb AUCHYHKITUU SHAOTEAS
OT (POPMBI OYAAE3HOTO DIIUAEPMOAT3A.

MeToABI M1 MaTepuaAbl. B iccaepOBaHUU UCIIOAB30BAaAU BEHO3HYIO KPOBb 57 IaljueHTOB (27 My>KumuH U 30 >KeHIINH) C
BPO>KAEHHBIM OYAAE3HBIM 3IIUAEPMOAU30M. Y IAIIMEHTOB C IIPOCTON M AUCTpOodUUeCcKON (hopMaMu OYAAE3HOTO 3IIUAEPMO-
AH3a OIIPEAEASIAM KOAMUECTBO TPOMOOIIUTOB, P-ceanekTuH, dudbpuHoreH, aaboyMuH, C-peaKTUBHBIN O€AOK, KOHIIEHTPAIIUIo
aHTUreHa dakropa Buarebpanpa m akTUBHOCTB (pakTopa VIII.

Pe3yabTaTsl. [IpepcTaBAEHBI CPAaBHUTEABHEBIE PE3YABTATEL ANCHYHKITUHT YHAOTEANS B 3aBUCUMOCTH OT (DOPMEBL OyAAe3-
HOTO 3IIUAEPMOAN3A U OIIpEAeAeHa 3aBUCUMOCTD AUCHYHKIIUHM S9HAOTEAUS OT KOHIIeHTpanuu aaboymuHa, C-peakTUBHOTO
0eAKa M KOAuYeCcTBa TPOMOOIIUTOB.

3aKA4YeHue. Y MallieHTOB C AUCTPpOoduIeCcKOU (pOpMOI OYAAE3HOTO SIIMAEPMOAN3A AMC(YHKIIUA S9HAOTEAUS COIIPOBO-
SKAQ@ETCs MOBHIIEHUEeM dKcIIpeccuu P-ceanekTrHa, akTuBHOCTU (hakTopa VIII 1 KoHIleHTpanuy anTureHa pakropa Buaneo-
paHAa. XpoHHYeCKOe BOCIIaAeHHe U HapyllleHHe HYTPUTUBHOTI'O CTaTyCca CO CHUYKEeHUeM aAbOyMUHA CIIOCOOCTBYIOT PA3BUTHIO
AUCHYHKIIUU IHAOTEAU.

KharodeBble cAOBa: OYAANE3HBIM 3IIHAECPMOAU3, 9HAOTEANM, AUCHYHKIIUS SHAOTEAUSI, AUCTPOMUIECKUM OYANE3HBIM 3I1H-
AepMoAamn3, dakTop Buarebpanpa, pakrop VIII, P-ceaekTun
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Summary
Introduction. The endothelial system is an important component of vascular-platelet hemostasis, capable of actively
responding to mechanical and inflammatory agents. Patients with congenital epidermolysis bullosa are prone to mechanical
damage to the skin and the development of a chronic inflammatory syndrome with a high probability of endothelial dysfunction.

The study objective was to assess the state of the endothelial system and to reveal the dependence of endothelial dysfunc-
tion on the form of epidermolysis bullosa.
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Methods and materials. The study used venous blood of 57 patients (27 men and 30 women) with congenital epidermol-
ysis bullosa. In patients with simple and dystrophic forms of epidermolysis bullosa, the platelet count, P-selectin, fibrinogen,
albumin, C-reactive protein, von Willebrand factor antigen concentration, and factor VIII activity were determined.

Results. Comparative results of endothelial dysfunction depending on the form of epidermolysis bullosa were represented and
endothelial dysfunction's dependence on the concentration of albumin, C-reactive protein, and platelet count was determined.

Conclusions. In patients with a dystrophic form of epidermolysis bullosa, endothelial dysfunction is accompanied by an
increase in the expression of P-selectin, factor VIII activity, and the concentration of von Willebrand factor antigen. Chronic
inflammation and impaired nutritional status with a decrease in albumin contribute to the development of endothelial dysfunction.

Keywords: epidermolysis bullosa, endothelium, endothelial dysfunction, dystrophic epidermolysis bullosa, von Wille-

brand factor, factor VIII, P-selectin
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BBEAEHHE

OHAOTeAUAAbHAsA CUCTEMA SIBASIETCSI BaJKHBIM KOM-
IIOHEHTOM «IIEPBUYHOIO» (COCYAUCTO-TPOMOOLIITAp-
HOTO) TeMOCTa3a, KCIPecCUpyrolas MPOAYKTHL C
QHTUKOATYASHTHBIM U IPOKOATYASHTHBIM ACCTBUEM
[1, 2]. HanOoapmInuit MUHTEPEC B 3TOU CUCTEME IIPEA-
CTaBASeT CyOIHAOTEAMY, KaK CTPYKTYpa, B COCTaB
KOTOPOM BXOAAT paKkTop BuareOpaHpa, KOAAATEHEI
Pa3AMYHBIX TUIIOB, AAMUHUH, TAMKO3aMHUHOTAMKAHbI
U pSAA APYTUX OMOAOTHYECKM aKTUBHBIX BEIIECTB.

OAHUM U3 PEAKUX HACAEACTBEHHBIX AepMaTO30B,
CBSI3@HHBIX C MyTallliel TeHOB, KOAUPYIOIIUX CTPYK-
TypHBIE OEAKU KOJKH, SIBAIETCSI OYAAE3HBIM 3MUAEP-
Moau3 (53). B3O BuepBrle ObIA onucaH B 1870 r. opHUM
13 OCHOBOIIOAOKHUKOB aBCTPUUCKOU AEPMATOAOTUHU
F.Hebra, a caMm TepMIH «HaCA€ACTBEHHBIN OyAAE3HBIN
SMUAEPMOAN3» OBIA IPEAAOKEH HEMEIIKUM AepMaTo-
aorom H. Kobner B 1886 1. [3]. Hanboaee Ts5renas pop-
Ma B3O — aucrpoduueckas, 3a4acTyr0 COIIPOBOIKAQ-
I0IIasACcsa OHKOAOTUYECKOM TpaHcopmaneli Ha QoHe
IIOCTOSTHHOM MeXaHU4YeCKOU TPAaBMBI M1 XPOHUUECKOTO
BOCIIAAEHUS TOBPEXAEHHBIX KOJKHBIX IIOKPOBOB [4].

3a MoCAeAHMe TOABI IepecMOTpeHa KAaCcCUudUKa-
nug popM BpOKAEHHOro b3, onmcaHbl MOAEKYASID-
HBble MEXaHM3MBI Pa3BUTHUSA OOAe3HH, pa3pabOTaHEI
METOABI MOAEKYASIDHO-TEHETUYECKON AMATHOCTUKU
AQHHOTO 3a00A€BaHMS, OCYIIECTBASIOTCS IOIIBITKU
pPaspabOTKU HOBBIX METOAOB AeueHMs. OAHAKO COBCEM
He YAEACHO BHUMAaHUe U3YYEeHUIO S3HAOTEAUAABHOU
(MYHKIIUM IPU AQHHOM 3a00A€BaHUH, YTO U [IOCAYIKHU-
2O TIOBOAOM K ITPOBEAEHUIO AQHHOTO UCCAEAOBAHUS.

IleAb iCCAEAOBAHUS — OIIEHUTDH COCTOSTHUE SHAOTe-
AVIAABHOM CHCTEMBI U BBISIBUTH 3aBUCHMOCTb AUCHYHK-
LU S3HAOTEANS OT (DOPMBI OYAAE3HOTO SIIUACPMOAN3A.

METO/Jbl H MATEPHAJIbI

B mccaepoBaHme BKAIOUEHBI 57 IIAIUEHTOB — 27
(47 %) my>xkunz 1 30 (53 %) >KEHITUH C BPOKAEHHBIM
OYAAE3HBIM 3IIMAEPMOAN30M, TPOXOAUBIIINX A€UEHNE
B LlerTpe Oyanesnoro snupepmoan3sa mpu OI'BY «Bcee-
POCCUUCKUMU IEHTP dKCTPEHHOU U paAUallMOHHOM Me-
AntHB M. A. M. Hukudoposa» MUC Poccun (CaHKT-
INetepOypr) B 2017 —2021 IT. 1pM HETIOCPEACTBEHHOU
Kypaluy MalMeHTOB OAArOTBOPUTEABHBIM (POHAOM
«BOAA. Aetu-babouku». Bo3pacT nariueHToB COCTaBUA
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oT 18 po 62 AeT c MepuraHoOM 28 AeT (28 [22; 36]). B 3aBu-
CHUMOCTH OT KAMHUYECKOU (hopMbl B3 Ha ocHOBaHUU
MeskayHapoAHBIX peKkoMeHAanmi 2014 r. [5] narueHTs
OBIAU pacIipepeAeHBl Ha TP IPYIIIBL IIepBas TPYIIa,
n=238 (14 %) — malueHTHI C IIpocTou popmoii B3; BTO-
pasrpymnna, n=9 (16 %) — narnueHTsl C AOMUHAHTHBIM
pucrtpodpudeckuM B3; Tpetea rpynmna, n =40 (70 %) —
TIAITMEeHTHI C PEeIleCCUBHBLIM AuCTpodraecknm B3.

OCHOBHBIMU OMOMapKepaMi 9HAOTEANAABHOM ANC-
pyHKIIUU 9BASIOTCS hakTop BuareOpaHAa, daKTopa
VIII, P-ceneKTrH, UHTMOUTOP aKTUBATOPA ITIAA3MUHO-
reHa, TOMOIIMCTEUH U Ap. [2, 6, 7].

MartepraroM AN UCCAEAOBAHUS CAY’KMAA BEHO3-
Has KPOBb ITAIJUEHTOB, 3a0paHHasi CO CTPOTUM COOATO-
AeHmeM IIpaBUA lIpeaHaAUTYeCcKoro aTarna [8]. Aabo-
PaTOPHYIO OlIeHKY KOHIIEHTPAIIUM aHTUTreHa (haKTopa
Bunanrebpanpa (VWE), aktusHOCTH (hakTopa VIII, KoH-
neHTpanuu puopUHOreHa MPOBOAUAY Ha aBTOMATHU-
yeckoM aHaauzaTope ACL TOP 500 (Instrumentation
Laboratory Company, taaus). OnipepeAeHNe YPOBHS
C-peaktuBHOro 0eaka (CPB) u aanbOyMUHa IPOBOAU-
AM Ha OuoxumMmueckom anaauzatope UniCel DxI 800
(Beckman Coulter, CIIIA).

AAST oIIpepeneHUsT OTHOCUTEABHOTO KOAMYEeCTBa
aKTUBUPOBAHHLIX TpomOonutoB CD41+, skcnpec-
cupytomux P-ceaexkturn (CDO62P), gasagromerocs
MapKepoM MeMOpaH aab(a-TpaHyA, UCIOAB30BaAU
IIEABHYIO KPOBb C U3y4YeHHEM METOAOM IIPOTOYHOMN
nutoMeTpun (CYTOMICS FC 500, Beckman Coulter,
CIIIA). KoAnuecTBO TPOMOOITUTOB OIIPEAECASIAY Ha Te-
Marororndeckom anaausarope Coulter® UniCel DxH
800 (Beckman Coulter, CIIIA).

[ToryyeHHEBIE Pe3yABTATHl CTATUCTUYECKH OOpa-
OOTaHBI C MOMOIIBIO IIPOrPAaMMHOTI0 ITakeTa «Statis-
tica 10» (StatSoft Inc., CIIIA). CTenneHb COOTBETCT-
BUS 3aKOHA paCIpeAeAeHUsT AQHHBIX HOPMaAbHOMY
pacIpeAeAeHUIO OIJeHUBAAU C IIOMOIIBIO KPUTEPUI
[Manmupo — Yuaka. CpaBHeHHMe KOAMYECTBEHHBIX
IIapaMeTpPOB B UCCAEAYEMBIX I'PYIIIAX OCYILLeCTBAS-
AM C UCIIOAB30BaHUEM KpuTeprueB MaHHa — YUTHU.
YrcaoBBIE 3HAUEHUS IPEACTABAEHEI B BUAE MEAUAHHI,
25-ro u 75-ro nepuentuAen (Me [Q25; Q75]). Koppe-
ALY MEJKAY ITIOKA3aTeAIMU ONIPEAEATIAU C UCIIOAB-
30BaHUeM Kpurepus CrirmpMeHa. Pa3anuns CYIUTaAuCh
AOCTOBepHBIMU IIpu ypoBHe p<(0,05.
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Tadbauma 1

XapaKkTepucTuka 00CAeAOBaHHBIX NAllUEHTOB

Table 1
Characteristic of examined patients
ITokaszaTeab 1-a rpynna (n=38) 2-arpynna (n=9) 3-a rpynna (n=40)
Bospacrt, roast Me [Q,; Q..] 37 [24; 39,5]" 30 [25; 38] 27 [20,5; 32]
IToa, /M, n 5/3 3/6 22/18
WMT, xr/m> Me [Q,.; Q] 22,4 [19,5; 26,3]*" 23,4 [21,9; 24,3]* 15 [4,3;16,9]

Y — p<0,05; ** — p<0,01 — pa3amymsg CTaTUCTUYECKU 3HAUYUMBI MeKAY 1-11 1 3-11 rpynmnamy; * — p<0,01 — pasamums

CTAaTUCTUYECKU 3HAYUMBI MEKAY 2-1 U 3-1 ITpyIIIaMU.

PE3YJIbTATbI HCCJIEAOBAHHA
H HX OBCYXAEHHE

[NanmeHTHl € TIpPOCTOM (POPMOM CTATUCTHUUYECKU
3HQUUMO OBIAM CTaplile MalUueHTOB C AUCTpoduue-
CKOU pelnteccuBHOU popmou B3O (p<0,05) (Tada. 1).
AHanornyHasg TEHAEHIWS OTMedueHa HaMU U IIpHU
olleHKe mHAeKca Macchl Teaa (MMT) B uccaepyeMbix
rpynnax nanueHToB. IMT okasaacd BEIIIEe B IpyIIIe
MallMeHTOB C NPOCTHIM b3, B cCpaBHEHUHM C pelec-
cuBHOM opMol aucTpodudeckoro B3I (p<0,01), u
CTATUCTUYECKM HUJKe y IAllUeHTOB C pelleCCUBHOMN
dopmoi pucTpodudeckoro b3, B cpaBHeHUU C AOMU-
HaHTHOU (hopmot (p<0,01). AaHHBIe (DAKTHI ABAAIOTCA
pe3yAbTaTOM OOAee OAATOIPUATHOIO KAMHUYECKOI'O
TeuyeHUd 3a00AeBaHUS C YBEAWUYEHUEM IIPOAOATKU-
TEeABHOCTHU >KM3HU U CHU)KEHHEeM IIOpa’keHUus opra-
HOB U CHCTeM, BAUSIOIINX HA HYTPUTUBHBIN CTATyC
TMaIueHTOoB C MpocThIMU popMmamu BO.

3HaueHNe OMOMapKepoB 3HAOTEAHAABHOM AMC-
dyHKIIUY, Kak 1 0eAKoB ocTpoit hassl (CPB, pubpu-
HOTreH), @ TaK)Ke dKCIIpeccuu P-ceneKTrHA y nanyeH-
TOB C IPOCTOU popMol BO HaXOAUAUCE B IIpeperax
pedepeHTHBIX 3HaueHNM (TabA. 2).

HeckoAbKO MHas KapTHHa AaOOPATOPHBIX U3MeHe-
HUU Y HallMeHTOB ¢ AucTpodudeckor popmori B3. Tax,
y HaIMeHToB 2-M U 3-1 Ipynn Ha poHe CTaTUCTUYe-
CKHU 3HQUUMOTO ITOBBINIeHus ypoBHa CPb orMeuaroch
HapacTaHue YPOBHSA TPOMOOIIUTOB. YMEPEHHO BhIpa-
SKEeHHBIM PeaKTUBHBIU TPOMOOLIUTO3 Oe3 IPU3HAKOB
MOPa’keHUs TeMOIIO3TUYECKUX CTBOAOBBIX KAETOK AO-
CTOBepHO BHIIIe B 3-1 rpymne (p<0,01), B cpaBHEeHNUM C
KOAMYECTBOM TPOMOOIIUTOB Yy MAIJUEHTOB 1-1 TPYIIIEL

M3 nokaszaTeael, XapaKTepU3YIOIINX S3HAOTEANAND-
HYIO AMC(YHKIIUIO, B TPYIIaX C AUCTPOPUIECKUMU
dopmamu B3 caepyeT OTMETUTE CTaTUCTUYECKU 3HA-
4UMOe IOBBIIIeHre BO 2-U rpymre (p<0,05) u 3-i rpyt-
ne (p<0,01) aktuBHOCTHU (hakTopa VIII, B cpaBHEHNM C
AKTUBHOCTBIO AQHHOTO ITapaMeTpa B 1-11 rpynne. [Tpu
3TOM CAEAYET OTMETUTH, UTO AOCTOBEPHBIX PA3AMYNN B
akTUBHOCTHU (pakTopa VIII Me>kAy periecCuBHBIM U AO-
MWHAHTHBIM ACTpodmdecKUM B3O HaMu oOHapy>KeHOo
He ObInO. KoHnleHTpanusa anTureHa vWFE B 1-11 rpyminie
He BBIXOAWAQ 3a I'PaHMIIBI pehepeHTHBIX 3HaUeHUH, B
OTAMYME OT 2-11 1 3-U TPYIII, TA€ aKTUBHOCTb OAHOTO U3
Ba’KHBIX [INA3MEHHBIX TAMKOIIPOTENHOB YYaCTBYIOIIEe-

IO B @ATe3UU TPOMOOIIMTOB K KOAAATEHY, ITOBBIIIIeHa
20 165 1 187 % cootrBeTcTBeHHO (p<0,01).

YunuTthiBag, uTo cekpenud VWF mpoucxoauT mpe-
UMYIIeCTBEHHO ABYMS ITYTSIMU — M3 9HAOTEAUS U U3
O-TPAHYA TPOMOOIIUTOB ITPU UX aKTUBAILIMY, HAMU OBIA
IIPOBEAEH aHAAU3 MEeTOAOM IIPOTOYHOM IIUTOMETPUHN
OAHOTO U3 Ba>KHBIX MapKepOB aKTUBAITUU TPOMOOITH-
ToB — CD-64 (P-ceaekTuHa). MicchrepoBaHUEe HE BHI-
SIBUAO @KTUBAIIMU TPOMOOIIUTOB HU B OAHOM U3 00-
cAepyeMBIX Ipymil. MeanaHna napaMeTpa P-ceaekTrHa
He BBIXOAWAQ 3@ IIpeAeAbl pe(DepeHTHBIX 3HAUYEHUN.
OAHaKO y NallMeHTOB C peljeCCUBHOU (hopMOi 3a00-
AeBaHUS 9KcIpeccust P-cenekTrHa ObIAG AOCTOBEPHO
BBIIIIE, UeM y IIalIMeHTOB C IpocTor dopMo (p<0,05).

IIpu npoBepeHUM KOPPEAAMOHHOIO aHaAW3a Yy
MaIleHTOB C pAucTpodudeckon opmoii B BEIsIBAe-
HBI CTaTUCTUUECKHU 3HaUNMBbIe cCAaObIe IIpsIMbIe KOp-
PeAIIMOHHBIE 3aBUCUMOCTU MeXay ypoBHeM CPb n
KoOHITeHTpaluen ¢gudpunorena (r=0,354; p<0,05),
KOHIleHTpanue antTureHa vVWF 1 KoHIleHTpalmen
dubpunorena (r=0,349; p<0,05), oGpaTHast Koppe-
AALNA MEKAY KOAMYECTBOM TPOMOOIIUTOB U YPOBHEM
arpoymuHa (r= —0,359; p<0,05). YMepeHHBIe IpSIMbIE
KOPPEeAdIIMOHHbIE 3aBUCUMOCTH OOHAPYKEHBI MEJKAY
KOAMYECTBOM TPOMOOIIUTOB M KOHIIeHTpalueu pu-
Opunorena (r=0,453; p<0,05), KoAmueCcTBOM TPOMOO-
nutoB u VIMT (r= —0,462; p<0,05) 1 Me>XKAY yPOBHEM
CPB u aAabOyMuHa (r= —0,564; p<0,05).

I[TpoBepeHHOE MCCAEAOBAHUE BBIIBUAO HaAWUME
AabOpPaTOPHBIX IPHU3HAKOB AUCHYHKIIUN SHAOTEAUS
y HalMeHTOB C pasAuuHbIMU (hopMaMu B3. Boaee
BBICOKUM YPOBEHB 3KCIIpecCcuu P-ceAneKTuHa aKTUBHU-
POBAHHBIMU TPOMOOIIMTaMH, OBHIIIIEHNE KOHIIEHT-
panuu antureHa vVWFE u dakropa VIII y manueHToB
¢ puctpoduyeckumu popmamu b5 00ycrOBAeH Ha-
AMYHEM CUCTEMHOI'O BOCIIAACHUS, IIPOSBASIONIErOC
MOBBIIIIEHNEM YPOBHS OCTPO(a30BbIX OEAKOB U pas-
BUTHEM PEaKTUBHOTO TpoMOoIuTO3a. CAepyeT oTMe-
TUTB, YTO BOCIIAAUTEABHBIN CUHAPOM Y IIAIIUEHTOB C
AUCTpoudecKUM B3O KAMHMYECKM CBSA3aH C HAAU-
yreM OOIIMPHBIX YYaCTKOB IOBPEKAEHMS KOJKHBIX
IIOKPOBOB, C HecenuUIeCKUM UMMYHHBIM OTBETOM
U TIOBBIIIIeHUEeM cuHTe3a B nieueHu CPB u pubpuno-
reHa. OTU AQHHBIE IIOATBEPSKAECHBI KOPPEASIITUOHHBIM
aHaAM30M, KOTOPBIM ITOKa3aA CTaTUCTUUECKH 3HAUHU-
MYIO IPSIMYIO 3aBUCUMOCTE MEXKAY KOHIIEHTpaluen
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Tabauma 2
PesyAbTaThl AaGOpPaTOPHBIX TeCTOB y nanuenTos ¢ b3 (Me [Q,.; Q,.])
Table 2
Laboratory test results in epidermolysis bullosa patients (Me [Q,; Q.])
IMokasaTean 1-a rpynna (n=38) 2-a rpynna (n=29) 3-arpynna (n=40)
CPB (<6,0 mr/A) 1,310,95; 7,5]* ** 42 [26; 61,8] 50[19,8; 81]
TpombouuTe (150 —400-10°/A) 259 [226,5; 312,5]** 359 [326; 438] 407 [342; 489]
®axrop VWF (61 — 158 %) 125 [117,5; 132,5]## ** 165 [148,5; 170,5] 187 [165; 209]
Qaxrop VIII (50 — 150 %) 1355 [114,5; 144] *** 173 [158,5; 192] 191 [178; 221]
®ubpunores (1,6 —4,6 v/a) 2,8 [2,55; 2,95]*" 3,95 [3,25; 4,4] 4,5[3,9; 5,5]
P-ceaektus (1 —4 %) 111y 1,15[1,05; 1,25] 1,2[1,05; 1,6]
ArpOyMuH (35— 50 1/A) 41,3 [36,4; 42,15]#* ** 31[29,8; 33] 29,8 [24; 34,2]

* — p<0,05; * — p<0,01 — pasAmyMsa CTaTUCTHMUYECKHU 3HAUMMEBI MeKAY 1-# u 3-¥ rpymnmamy; * — p<0,05; ## —
p<0,01 — pa3AnuUs CTATUCTUYECKU 3HAUUMBI MeXKAY 1-11 1 2-11 TpynnIaMu.

dubpuHoreHa u ypoBHeM CPB, KoHIleHTpalel aH-
TureHa vVWF 1 KOAM4eCTBOM TPOMOOITUTOB.

BMmecTe ¢ TeM Ha (poHE OTCYTCTBUS MOBBIIIEHUSI
P-ceaekTrHa BhIIIE pehepeHTHBIX 3HAUEHUU B UCCAE-
AyeMOM KOTOpTe Y BCeX IallMeHTOB C AUCTpodude-
ckou popmoii B3 oTMeueHO MOBLIIIIEHNE aKTUBHOCTH
dakTopa VIII u KoHIileHTpaluu antureHa vVWF, aBAs-
ollleecs, 110 HallleMy MHeHUIO, He Pe3yAbBTaTOM pabo-
TBhI CEKPETOPHBIX 'PAHYA TPOMOOIIMTOB (C-TPaHyA), a
CAEACTBUEM AUCKHYHKIIMU S3HAOTeAUA. Kpome Toro, ¢
TIOBLINIIEHNEeM KOHIeHTpannu antureda VWFE moBBI-
raeTcsa akKTUBHOCTEL (pakTopa VIII, KOTOpBIA TakKe
BAMGET Ha (PYHKIUIO 3HAOTeAnonuToB [9, 10]. Us3-
BECTHO, YTO Aa’Ke IPU OTCYTCTBUU MeXaHU4YeCKOTO
TIOBPESKAEHHUS SHAOTEAMS IOBHIIIIeHNe KOHIIeHTpa-
nuu auTureHa VWFE U DUPKYAUPYIOIIUX B KDOBOTOKE
TPOMOOIIUTOB Ha (hOHE BOCIIAACHUSI CITOCOOHO ITPHUBO-
AUTH K HAPYIIEHUsIM B 9HAOTeANaAbHOM cucTeMe [11].

OTpunareAbHas KOPPeAdIMOHHAd 3aBUCHUMOCTD,
IIOAYUYEHHAsA MeJKAY KOHIeHTpanuel arbOyMHUHa U
ypoBHeM CPB, KoAmuecTBOM TPOMOOIIUTOB, & TaKKe
MeXkAy KoandectsoM TpomoOonuros u VUIMT, cupe-
TEeABCTBYET O B&JKHOM BKAAAE HYTPUTHUBHOIO CTaTyca
nanueHToB ¢ BO B pa3zBuTUe BOCIIAAUTEABHOT'O CUH-
ApoMa ¢ AMC(YHKIIEN SHAOTEAUS.

BbIBO/Ibl

1. CocTosiHMEe aKTUBHOCTHU 3HAOTEANAABHOM CHC-
TeMBI 3aBUCHUT OT (popMbl B3. Hanboaee BeIpaskeH-
Hble U3MeHeHUs BhIIBAEHBI V HAIlUeHTOB C AUCTPO-
dpuueckol popmoit B3. AabopaTopHas AMarHOCTHKA
AMCOYHKIMU 3HAOTEAMS y IaljueHToB ¢ B3O KpaliHe
HeOoOXOAVMA AASI yCTPaHEHWS IPUYNH ee Pa3BUTHSA U
paHHeTo HavaAa IaTOreHeTUYeCKOM Tepaluu.

2. BeIIBA€HHBIE KOPPEASIIMOHHBIE CBA3M MEXKAY
IlapaMeTpaMu OATBEPSKAQIOT BAUSHIE BOCIIAAeHUS
Ha CTUMYASIINIO 9HAOTEAVOIIUTOB U Ha BEIOPOC B KPO-
BOTOK (paKTOPOB C IIPOKOATryASHTHBIM AEWCTBUEM
(daxTop VIII, vWEF).
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3. XpoHnueckoe BOCIIaAeHUe U HapyllleHue HyTpU-
THUBHOT'O CTaTyCa CO CHU)KeHUeM aAbOyMUHa CIIOCO0-
CTBYIOT Pa3BUTUIO AUCHYHKIMU S3HAOTEAUS.

4. AA TIOATBEPIKAESHUSA 3HAUUMOCTH OOMapKepoB
MAMCHYHKIIMN 9HAOTEAUS V HAIlMeHTOB C BPOXKAEH-
HBIM OYAAE3HBIM 3IHUAEPMOAU30M HEOOXOAUMBI 0O-
Aee MacIITaOHble MCCAEAOBAHUSI C ONpPEeAEAeHUEM
MOAEKYASIPHO-TeHEeTUYECKUX AaCIeKTOB OMOXUMU-
YeCKMX IIPOIECCOB, BAMSIONIUX Ha (popMUpOBaHUE
MMC(HOYHKIIMU 3HAOTEAUS, a Tak’Ke BKAIOUEHHEM B
UCCAEAOBaHUeE TIAIJUEeHTOB C NOIPAaHUYHON (POPMOU
u cuHApoMoM KuHaAep.
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